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Ozet 

Cor triatriatum 6zellikle sol atrium olmak izere atrial bosluklardan birinin fibro- 
muskiiler membran ile ikiye béliinmesiyle olusan nadir bir konjenital defekttir. An- 
kilozan spondilit kardiyak tutulumunda géritilebildigi kronik sistemik inflamatuvar 
romatizmal hastaliktir. Ankilozan spondilit ile takip edilen 27 yasinda kadin, kar- 
diyak tutulum icin taranirken, cor triatriatum ekokardiyografi ile teshis edildi ve 
tani MRI ve CT anjio ile dogrulandi. Membran kardiyoplejik arrest ile kardiyopul- 
moner baypas altinda cerrahi olarak cikarildi.Hasta sifa ile hastaneden taburcu 


edildi. Sonug olarak, Ankilozan spondilit’li hasta kardiyak tutulum icin taranmalidir. 
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Abstract 

Cor triatriatum is a rare congenital defect that one of the atrial chambers espe- 
cially left atrium, is divided into two by a fibromuscular membranee. Ankylosing 
spondylitis is a chronic systemic inflammatory rheumatic disorder that cardio- 
vascular involvement can be seen. 27-year-old woman, who has been followed 
for ankylosing spondylitis searched for cardiac involvement, Cor triatriatum was 
diagnosed with echocardiography and diagnosis was confirmed with MRI and CT 
angiography. Membrane was resected surgically under cardiopulmonary bypass 
with cardioplegic arrest. Patient was discharged from the hospital with recovery. 
In conclusion, patient with ankylosing spondylitis must be searched for cardiac 
involvement. 
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Cor Triatriatum with Ankylosing Spondylitis 


Introduction 

Cor triatriatum is a rare congenital defect that one of the atrial 
chambers is divided into two by a fibromuscular membrane. It 
is found 0.4% in a series of 474 patients’ autopsy with con- 
genital heart defect (1). More often patients present in infancy 
but some cases can remain asymptomatic until adulthood. Mor- 
phology of cor triatriatum left atrium division is more common. 
Cor triatriatum sinister is only 0.1% of the congenital heart dis- 
eases (2). 

Ankylosing spondylitis is a chronic systemic inflammatory rheu- 
matic disorder that mainly involves young males and primarily 
effects on axial skeleton. Peripheral joints, tendons and liga- 
ments may be affected. Uveitis, cardiovascular and pulmonary 
involvement may also occurs (3). Cardiovascular involvement is 
found 42.5% in a retrospective study (4). Aortic insufficiency, 
atrio-ventricular block, bundle branch block, Wolff-Parkinson- 
White syndrome, short PR syndrome, ischemic heart disease, 
mitral regurgitation, diastolic dysfunction (left ventricular dys- 
function), tachy-brady syndrome, atrial fibrillation are cardiac 
involvement (4, 5). However, coexisting with cor triatriatum did 
not reported previously. 


Case Report 

27-year-old woman, who has been followed for ankylosing 
spondylitis from March 2006 with pelvic articulation involve- 
ment, has no cardiac symptoms. On examination, the patient 
was found to be normotensive with a regular pulse and a nor- 
mal electrocardiogram. A transthoracic echocardiography was 
performed to search for, if there is any cardiac involvement 
of ankylosing spondylitis. It is showed that there was a mem- 
brane below 1.3 cm of the mitral valve and had an 11/5 mmHg 
gradient, 2 degree mitral insufficiency with a 45 mmHg sys- 
tolic pulmonary artery pressure. After that, a transoesophageal 
echocardiography was performed which showed a membrane 
in the left atrium between left atrial appendix and left upper 
pulmonary vein (Figure 1). Cardiac magnetic resonance imag- 
ing and cardiac computed tomography angiography were per- 
formed, both were reported as cor triatriatum sinister (Figure 
2a and 2b). 


Surgical Technique 

In the general anesthesia, median sternotomy was performed. 
After the heparin was administered, total cardiopulmonary by- 
pass (CPB) was established between the ascending aorta and 
both superior vena cava and inferior vena cava. Under mod- 
erate hypothermic conditions, CPB flow rate was maintained 
at 2.5 L/min/m?, aorta was cross-clamped and cardiac arrest 
was maintained with antegrade cardioplegia. Left atriotomy 
was performed and a membrane, which had 0.5 cm2 opening, 
was noticed in the left atrium. Membrane was resected. Mitral 
valve was competent. There was no atrial septal defect. Left 
atriotomy was closed. Intraoperative transesophageal echocar- 
diography was performed which shown no abnormalities after 
resection . Postoperative period was uneventful and patient 
was discharged from the hospital with healthy. 


Discussion 

Cor triatriatum is a rare congenital defect. Morphologically left 
atrium division is more common. More often patients present in 
infancy, but some cases can remain asymptomatic until adult- 
hood (1,2). Ankylosing spondylitis is a chronic systemic inflam- 
matory disorder that cardiovascular involvement can be seen 


(3). This involvement was reported about 42.5% in a retrospec- 
tive study (4). This involvement generally makes valvular insuf- 
ficiency and rhythm disorders due to involvement of conduction 
system in the heart. This is the first case of cor triatriatum 
sinister with ankylosing spondylitis in the literature. 

It is important to search ankylosing spondylitis patients for 
cardiac involvement. Electrocardiography and echocardiogra- 
phy must be performed to search for any arrhythmias’, possible 
valve abnormalities, and congenital disorders (5). 

The treatment is surgery when cor triatriatum is found. Surgi- 
cal treatment of cor triatriatum is a membrane resection and 
repair of concomitant abnormalities. 

In conclusion, patient with ankylosing spondylitis must be 
searched for cardiac involvement. 


Figure 1. View of the preoperatif transthoracic echocardiography, arrow indicate 
membrane in the left atrium. 


Figure 2. View of the membrane with Magnetic Resonance Imaging (A) and Com- 
puted Tomography Angiography (B). 
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Gzet 

66 yasinda, glokomatéz gérme alani kayiplarini taklit eden, normotansif, tek ta- 
rafll ps6doeksfoliasyon sendromlu bir erkek hasta sunulmaktadir. Hastada, tek ta- 
rafll belirgin iskeminin eslik ettigi retinal sinir lifi tabakasinda incelme ve ardisik 
gorme alanlarinda nazal adim defektleri vardi. Klinik olarak psédoeksfoliasyonun 
goriildiigii sol gézde, optik disk goriintimii glokomatoz cukurlasmay! desteklemese 
de; sag géze gore daha soluk ve retinal damarlar daralmis goriiniimdeydi. Sol of- 
talmik arterin renkli Doppler goriintiilemesinde, rezistivite indeksinin 0.88 gibi ol- 
dukca yiiksek bir degerde oldugu gériildii. Olgu, psddoeksfoliasyonun okiiler iske- 


minin bir sebebi oldugunu belirten yeni literatiir bilgileri isiginda tartisildi. 
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Abstract 

A 66 year old man with normotensive unilateral pseudoexfoliation syndrome as- 
sociated with ipsilateral marked ischemia with nerve fiber layer thinning and nasal 
step on successive visual field tests mimicking glaucomatous visual field loss is 
presented. Although the optic disc appearance of the clinically visible pseudoex- 
foliative left eye was not suggestive of glaucomatous cupping the disc appeared 
much pale and retinal vessels narrowed compared to the right eye. Color Doppler 
imaging of the left ophthalmic artery showed extremely high resistivity index of 
0.88. The case is discussed in light of recent literature underscoring the fact that 


pseudoexfoliation is a cause of ocular ischemia. 
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Ischemic Changes in Pseudoexfoliation Syndrome 


Introduction 

Pseudoexfoliation syndrome (PXS) is the most common identifi- 
able cause of open angle glaucoma worldwide [1]. Pseudoex- 
foliative material on the walls of iris vessels, posterior ciliary 
arteries, vortex veins, and central retinal vessels [2] may alter 
blood flow parameters by causing several types of vascular 
damage [2,3]. 

Accumulation of pseudoexfoliative material in iridial vessel 
walls is associated with increased permeability, narrowing, and 
finally obstruction [2]. Increased ophthalmic artery resistivity in- 
dex (RI) in pseudoxfoliation have been reported by two indepen- 
dent studies [4,5]. Saatci et al. found presence of pseudoexfolia- 
tive material as a likely risk factor for retinal vein occlusion [6]. 
Puska et al. observed optic disc changes in the affected eyes of 
unilateral PXS patients over time and concludes that the pseu- 
doexfoliative process itself may be a risk factor for optic disc 
changes [7]. 

We here in describe a normotensive case of unilateral PXS with 
marked increase in RI of the ipsilateral ophthalmic artery and 
significant retinal vascular attenuation associated with optic 
disc pallor and a visual field defect resembling nasal step in the 
left eye. To the best of our knowledge, this is the first case of 
optic neuropathy associated with marked ischemia mimicking 
glaucomatous visual field loss in a patient having PXS. 


Case Report 

A 66 year old man presented to our outpatient clinic with a chief 
complaint of itching, burning and stinging in both eyes. He had 
no prior medical history of diabetes mellitus, hypertension or 
family history of glaucoma. He was not using any chronic topi- 
cal or oral medication. Best corrected visual acuities were 0.00 
logMAR equivalent with +1.00 D refraction in the right, and 0.10 
logMAR equivalent with +1.00 (+0.25x110) refraction in the left 
eye. Intraocular pressures (IOP) measured with a non contact 
tonometer (Reichert, Xpert NCT Plus, Buffalo, NY) on the day 
of outpatient visit were 13 mmHg and 12 mmHg on the right 
and left eyes respectively. Biomicroscopic examination showed 
pseudoexfoliative material at the pupil margin of the left eye. 
Dilated fundus examination showed cup-to-disc ratio to be 0.35 
and 0.3 in the right and left eyes respectively, there were no 
nerve fiber layer defect or disc notching, and vertical disc size 
was 1.1 mm (as measured using a +78D lens) in both eyes. 

The patient was considered to be unilateral PXS and was 
planned to be recruited in a clinical study. Office-hour IOPs were 
15, 13, 12 mmHg, and 14, 13, 12 mmHg for the right, and left 
eyes respectively with Goldmann applanation tonometry. Cor- 
neal pachymetry (lOPac Advanced Pachymeter, Heidelberg En- 
gineering, StarFish, Victoria, BC, Canada, V8V 2T2) in the right, 
and left eyes were 541 + 3.5 um, and 554 + 2.0 um respec- 
tively. The visual field test that was repeated three times within 
4 months was normal for the right eye whereas the left eye 
consistently had a superior nasal step. The last follow-up visual 
field had been done in 17th month follow-up (Figure 1). 

Due to the superior nasal step visual field defect observed in 
the left eye, the diagnosis of “unilateral PXS” was reconsidered 
and the patient had a second dilated fundus examination. Sig- 
nificant disc pallor especially prominent inferotemporally cor- 
responding to the superior nasal step visual field defect as well 
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Figure 1. Left eye had a superior nasal step that was consistent in all visual field 
tests and Glaucoma Progression Analysis of the last visual field test showing no 
progression 


as decreased caliber and irregular contour of all retinal vessels 
were observed in the left eye compared to the right (Figure 2). 

Scanning laser polarimetry (GDx VCC, Carl Zeiss, USA) (Figure 
3) and optical coherence tomography (OCT/SLO, Ophthalmic 


Picere 24 Figure 2 


Figure 2. (A) Left fundus showing a c/d 0,3, pale optic disc and vessels of de- 
creased caliber compared to the right eye. (B) Right fundus showing a c/d 0,35. 


Technologies Inc., Canada) (Figure 4) revealed thinned nerve fi- 
ber layer in the left eye. 

The subject had normal color vision with Ishihara plates and no 
relative afferent pupillary defect. 

Brain and orbital magnetic resonance imaging (MRI) revealed 
non-specific periventricular gliosis and mild thinning of the left 
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Figure 3. Scanning laser polarimetry of the left eye reveals thinning of the nerve 
fiber layer inferiorly although it is within normal limits. 
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Figure 4. Optical coherence tomography showed nerve fiber layer thinning in the 
left eye. 


optic nerve. 

Color Doppler imaging of ophthalmic artery showed peak sys- 
tolic velocity (PSV) of 24.9 cm/s and 42.1 cm/s, end diastolic 
velocity (EDV) of 7.2 cm/s and 5.0 cm/s, and Rls of 0.71 and 0.88 
in the right and left eyes respectively. 


Discussion 

The RI is a comparison of the flow in systole and diastole and 
provides an indication of the resistance in the peripheral vas- 
cular bed; it can be used to facilitate an evaluation of perfu- 
sion of an organ [8]. We have previously shown that in unilateral 
PXS, the affected side has significantly higher mean ophthal- 
mic artery RI (mean + SD, 95% Cl; 0.74 + 0.04 cm/s, 0.72-0.75) 
compared to age-sex matched controls (0.69 + 0.07 cm/s, 0.66- 
0.72; p=0.009) [5]. Similar results were obtained by Yiiksel et al. 
[4] We have suggested a value of 0.72 for RI to be the cut-off 
value for differentiation of PXS. 

The case in discussion had a left ophthalmic artery RI of 0.88 
which is far above what we had reported for the unilateral PXS 
[5]. We believe that the attenuated retinal vessels and pale op- 
tic disc seen on the left fundus are a reflection of increased 
vascular resistance in the ophthalmic artery due to buildup of 
pseudoexfoliative material in vessel walls. The chronic ischemia 
might have led to progressive thinning of the nerve fiber layer 
which might eventually lead to marked cupping of the optic disc. 
Indeed, presence of thinner retinal nerve fiber layer has been 
shown in PXS when compared to the controls [9]. 

Repo et al. [10] suggested pathologic changes in the blood sup- 
ply of PXS eyes by showing strong correlations between PSX 
and patients who had had a transient ischemic attact with ab- 
normal iris transluminance. 

We believe that the case described is an extreme example of 
normotensive ocular ischemia caused by pseudoexfoliation. 
Such cases are probably missed on clinical grounds since they 
are normotensive and are not given routine visual fields or other 
ancillary glaucoma tests. We suggest routine glaucoma work-up 
to all pseudoexfoliation patients regardless of their IOPs and 
use the ophthalmic artery RI of 0.72 as the cut-off value when 
evaluating increased vascular resistance for ophthalmic artery. 
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Ozet 

Trikomatriksoma, Trikilemmal kist veya Malherbe’nin kalsifik epitelyomas! olarak- 
ta bilinen Pilomatriksoma kil folikiillerinden koken alan iyi huylu bir tiimordiir. Cok 
nadir goriilmesine karsin yanlis taninabilmesi ve diger lezyonlarla karisabilmesi 
nedeniyle klinik 6neme sahiptir. Pilomatriksoma genelde boyun bdlgesinde gértl- 
mektedir. Bu olgu sunumunda daha once literattirde cok nadir gértilen alt ekstre- 


mite yerlesimli pilomatriksoma anlatilmaktadir. 
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Abstract 

Pilomatrixoma, also known as trikomatriksoma, trichilemmal cyst, or Malherbe’s 
calcifying epithelioma, is a benign tumor originating from the matrix cells of the 
hair follicles. Despite its rarity, it is of clinical importance, as it may lead to incor- 
rect pre-diagnosis, being confused with other lesions. It is generally seen on the 
neck region. In this case report, pilomatrixoma of the lower extremity has been 


described, which has been described in the literature extremely rare. 
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Tibial Pilomatrixoma 


Introduction 

Pilomatrixoma, also known as trikomatriksoma, trichilemmal 
cyst, or Malherbe’s calcifying epithelioma, is a benign tumor 
originating from the matrix cells of the hair follicles. Despite 
its rarity, it is of clinical importance, as it may lead to incorrect 
pre-diagnosis, being confused with other lesions. It is generally 
seen on the neck and upper extremities. In this case report, pi- 
lomatrixoma of the lower extremity has been described, which 
has been described in the literature extremely rare. 


Case Report 

A 48-year-old white female patient was admitted to our clinic 
complaining of right knee pain after a fall, with diffuse tender- 
ness and minimal swelling in the knee joint on physical exami- 
nation. Range of motion was normal. During the examination, a 
mobile soft tissue mass of hard consistency, approximately 2x2 
cm in the proximal part of the right tibia was determined. There 
was no discoloration of the skin, or an increase in temperature. 
The patient reported that the mass was present for three years. 
The patient had no history of trauma, fever, night sweats, or 
weight loss. Physical examination revealed no other abnormal- 
ity. Taking the location of the mass into consideration, lipoma 
was considered as the initial diagnosis. 

X-ray radiographs of the patient were reported as normal. An 
ultrasound (US) examination revealed a solid mass of 1.5x2 
cm, located under the skin. Computerized Tomography (CT) and 
Magnetic Resonance Imaging (MRI) examinations were not car- 
ried out. 

In differential diagnoses, epidermoid/dermoid cysts, calcified 
lymph nodes, calcified hematomas, foreign bodies, sebaceous 
cyst-like lesions, and chondroma should be considered. 

The mass was totally excised together with the surrounding 
soft tissue, under local anesthesia (figure 1). 

Histological examination of the excised mass was reported as 
pilomatrixoma. No local recurrence was observed in the 1-year 
follow-up of the patient. 


Figure 1. Clinical viewing of excised mass 


Discussion 

Pilomatrixoma is a benign tumor derived from cells of the hair 
follicle, which is usually localized in the neck region [1]. The 
name pilomatrixoma was given by Forbis and Helwig in 1961 
[2]. It can be seen at any age and is more common in women 
[3]. Although its etiology is unknown, it may be associated with 
trauma, infection, or a pause in the cycle of the hair follicles 
[4]. Two major parts are characteristic for pilomatricoma: ba- 
sophilic cells and shadow cells for pathological investigation. 
Although the genetic mutation has been questioned in some 


cases, a genetic disorder was not considered in our case. 
Pilomatrixomas have been reported often on the trunk, rarely in 
the upper extremities, and the head and neck region [5]. It has 
been defined previously extremely rare in the lower extremities. 
Clinically, the lesion is typically hard as cartilage or bone. The 
other typical features are slow growth, ease of movement un- 
der the skin, and blue-red discoloration of the skin. 

In the literature, there are rare malignant cases with distant 
metastases originating from Pilomatrixoma [6]. Pilomatrix car- 
cinoma is typically painless, often in larger sizes compared to 
the benign type, and often prone to local recurrence. Metas- 
tases are rare. For the diagnosis, examinations such as ultra- 
sound, fine-needle aspiration biopsy, CT, and MRI are used. The 
rate of correct diagnosis is still not high. Definitive diagnosis 
requires a histopathological examination. These tests are used 
for the differential diagnosis of the tumor depending on the lo- 
calization of the tumor. The differential diagnosis includes epi- 
dermoid/dermoid cyst, calcified lymph nodes, calcified hema- 
toma, foreign body, sebaceous cyst-like lesions, and chondroma 
[7]. In our case, because there were no changes in the size of the 
lesion for a long time and due to the location of the lesion, no 
further investigations other than USG were performed. In the 
intraoperative examination, the mass was approximately 2x1.5 
cm in size, hard in consistency, without any discoloration, and 
mobile in nature. The postoperative histopathological diagnosis 
was reported as pilomatrixoma (figure 2). 

The rate of correct pre-diagnosis of this lesion is very variable. 
In particular, as the physician is not familiar with such a case, 
it does not come to mind. Like in pilomatrixoma, in the malig- 
nant form, which has a high potential for local recurrence, a 
resection is required, with removal of 1-2 cm of the surround- 
ing healthy tissue in order to prevent the local relapse [8]. The 
recurrence rate has been reported as 0-3% in the literature. 


Figure 2. Histopathological image of mass. (HE X 40) 


Conclusion 

- Pilomatrixoma is a very rare benign soft tissue tumor. 

- It can be overlooked, if a careful examination is not carried 
out. 

- Although it is usually seen in neck region, it may also be en- 
countered in other parts of the body. 

- It should be totally excised, since there is a slight risk of ma- 
lignant transformation. 

- After the histopathological diagnosis, the patient should be 
followed-up on for recurrence. 
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Ozet 

Santral ven kateterizasyonun en korkutucu ve tehlikeli komplikasyonlaridan biri 
kasitsiz arter delinmesidir. Mevcut ¢alismada, bir kasitsiz karotis arter delinme va- 
kiasi santral ven kateterizasyonda bildirilir. Hastamizda hipotansif ve ciddi hipok- 
semik olmak nedeniyle ve 6nceki santral ven kateterizasyonunn hasarli olmak ne- 
deniyle, yeni santral ven kateterizasyonu gerekli oldu. Benzerli durumlarda, santral 
ven kateterizasyonun dogrulugunu kanatlamk icin eszamanli oksijen icerik farkini 


kaniile olan dammar ve arter kinyla 6lg¢mek 6nerilmektedir. 
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Abstract 

One of the most important and dangerous complications of central venous cath- 
eterization is unintentional arterial puncture. In the current study, were report a 
case of unintentional arterial catheterization into the carotid artery in a hypoten- 
sive patient with severe hypoxemia in which central venous catheterization was 
required due to loss of intravenous line. In similar situations, it is suggested to 
measure the difference between O2 content of the cannulated vessel and arterial 
blood simultaneously for further confirmation of the central venous catheteriza- 


tion. 
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Introduction 

Patient safety and acquiring skilled practice has always been 
of great importance for the physician of all eras [1;2]. Central 
venous catheters (CVCs) provide us with the evaluations of the 
hemodynamic parameters which could not be assessed via non- 
invasive methods. Furthermore, medication administration and 
nutritional supports which could not be delivered through pe- 
ripheral lines can be easily given to patients using CVCs [3;4]. 
Nevertheless, administration of CVCs has been reported to be 
associated with undesirable complications imposing extra costs 
to both patients and health systems. More than 15% of the 
patients with CVCs have suffered numerous complications in- 
cluding mechanical (5-19%), infectious (5-26%) and thrombotic 
(2-26%) complications [3]. 


Case Report 

Our patient was a 78 year old male who had undergone me- 
chanical ventilation due to acute respiratory distress syn- 
drome (ARDS) and refractory septic shock. His hemodynamic 
status was monitored continuously through the existing ar- 
terial line and hit vital signs were as follows: SBP=55mmhg, 
DBP=24mmhg, Pao2=45mmhg, PH=6.98, Lactate»15mg/dL, 
Paco2=12mmhg, HCO3=4meq/lit 

Due to loss of the existing right Internal jugular CVC and the 
prompt need for establishing an appropriate intravenous line, 
it was decided to establish a CVC through left internal jugu- 
lar vein. To confirm the correct placement of the catheter, it 
was attached to a pressure transducer which did not show any 
pulsatile or forward-coming blood stream or any high pressure 
flow of blood into the line. Furthermore, taken samples from the 
CVC were dark similar to venous blood. Considering the criti- 
cal status of the patient and the existing evidence, to increase 
the blood pressure of the patient noradrenaline infusion was 
initiated from the established CVC. After a few minutes, com- 
mencement of a pulsatile and forward-coming blood stream 
with high pressure flow of blood into the line assured us from 
the incorrect placement of the CVC in the artery. 


Discussion 

CVCs have been reported to be associated with numerous com- 
plications including catheter-related infections, thrombosis, 
pneumothorax, arterial puncture, incorrect placement, chylotho- 
rax, hydrothorax, right atrium puncture and airway compression 
due to hematoma [3]. 

Pneumothorax, arterial puncture and hematoma are of the most 
common mechanical complications of CVCs [3;5]. Pneumotho- 
rax and hemothorax are more common in subclavian compared 
to internal jugular approach whereas arterial puncture is more 
common in internal jugular approach. Arterial puncture and he- 
matoma are also common in femoral approach; however, sub- 
clavian and jugular approaches are mostly preferred to femoral 
approach due to its more frequent association with mechanical 
complications [3;4]. Arterial puncture has been reported to oc- 
cur in 6.3-9.4% of the jugular approach, 3.1-4.9% of the subcla- 
vian approach and 9-15% of the femoral approach [3]. Factors 
contributing to increased complication rates in the patients in- 
clude inexperienced intervener, increased number of attempts 
for catheterization, 20>BMI>30, short neck, low blood pressure, 


coagulopathy, large size catheter (e.g. dialysis catheter), history 
of radiotherapy on the site, previous catheterization and cath- 
eterization in the emergency situations [4;5]. 

Different methods have been introduced to increase the suc- 
cess rate of establishing CVCs as following: 

1. Experienced intervener: similar to most medical procedures, 
the rate of the complications decreases according to the exper- 
tise of interveners[3]. 

2. Ultrasonography has gained its way through all fields of the 
medicine [6]. The use of ultrasonography guide throughout the 
catheterization: this would decrease complication rates. Using 
ultrasonography guide throughout the internal jugular catheter- 
ization leads to decreased in mechanical complications. How- 
ever, administration of ultrasonography guide throughout the 
subclavian vein catheterization has been associated with con- 
troversial results due to its anatomical difference. The needle 
of the catheter is echogenic in ultrasonography while vascular 
structures can be seen as echoless (black) areas. Key charac- 
teristics in ultrasonography assist us in differentiating vein 
from artery as veins could be easily compressed and they have 
thin walls without arterial pulsation. In the hospital and medi- 
cal centers equipped with ultrasonography facilities, physicians 
should gain the required expertise and utilization of ultrasonog- 
raphy should be borne in mind especially in internal jugular vein 
catheterization [3-7]. 

3. Anatomical landmarks: using the landmarks in normal ana- 
tomical conditions without normal variations could decrease 
complication rates [4;7]. 
Approaches used for confirming that correct placement of the 
catheter include: 

1. CXR: Performing CXR following catheterization is essential 
to rule out probable pneumothorax and haemothorax and to 
confirm the position of the catheter tip. CXR should be taken in 
standing or semi-sitting positions for a better evaluation of air 
or liquid existence. In ill patients, patient rotation or oblique ray 
emission could mislead the physician regarding the position of 
the catheter tip [7]. 

2. ABG and Po2 content of the catheter sample: following cath- 
eter establishment, instantly a blood sample should be sent for 
ABG and Po2 analysis. This would help us in differentiating arte- 
rial from venous blood [4]. 

3. Attachment of the catheter end to the pressure transducer 
and evaluation of the pressure curves: this method helps to find 
the correct place of the catheter. Arterial blood pressure and 
central venous pressure (CVP) waveforms cannot differentiate 
arterial and venous placement of the catheter whenever the 
blood pressure or effective circulatory volume is low [6-8]. 
4. Evaluation of the blood stream regarding its being pulsatile 
or not and its colour: in patients with normal blood pressure and 
arterial oxygen pressure, it would be easy to distinguish arte- 
rial puncture due to the fact that following arterial puncture, a 
pulsatile light red stream of blood could be observed. However, 
in patients with very low blood pressure, low levels of haemo- 
globin or low arterial oxygen saturation these findings may not 
be present. In case of any doubt regarding the introducer needle 
being either inside an artery or a vein, a single-lumen catheter 
18 F should be placed inside the vessel through the wire. This 
catheter could be attached to a pressure transducer to confirm 
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the vein wave curves [4;6]. 

In our patient, considering his being ill and conditions such as 
low blood pressure and hypoxemia due to underlying ARDS, he 
could not be sure of the correct catheter placement using CXR 
due to rotation; or ultrasonography due to lack of arterial pulse; 
or CVP curves due to low blood pressure; or the color or the 
pulse of the bloodstream due to our patient’s being hypoxemic 
and hypotensive. In similar conditions, considering the fact that 
our patient already had an arterial line, we could confirm the 
correct placement of the catheter comparing Po2 levels of the 
samples taken from the catheter and the arterial line. However, 
in patients without arterial line, being hypoxemic and or hypo- 
tensive would also limit us regarding the samples taken from 
peripheral vessels. This leads to the question that how the cor- 
rect catheter placement could be confirmed in cases without 
arterial line. 
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Ozet 

Akciger kanseri diinya genelinde yillik insidansi en fazla olan kanser tiirtidiir. Cilt, 
akciger kanserinin metastaz yaptig! nadir organlardan biri olup insidansinin %1 ile 
%12 arasinda degisiklik gosterdigi bildirilmistir. Bu makalede 67 yasinda yaklasik 
2 aydir viicudunun cesitli bélgelerinde sislik yakinmalariyla basvurdugu hekim ta- 
rafindan cekilen akciger grafisi sonrasi, sag Uist zonda yaklasik 3 cm capli homo- 
jen dansite artis! saptanmasi nedeniyle hastanemizin i¢ hastaliklari poliklinigine 
basvuran ve sonrasinda tarafimiza konsiite edilen bir erkek olgu sunuldu. Ozgec- 
misinde 80 paket/yil sigara ictigi 6grenilen hastanin yapilan fizik muayenesinde 
viicudunun cesitli bélgelerinde cok sayida deri lezyonu saptandi. Sag 6. interkos- 
tal aralik ile orta aksiller hat kesisim yerindeki yaklasik 1,5x1 cm lik cilt nodiili ge- 
rekli hazirliklari takiben lokal anestezi altinda biitiin olarak eksize edildi ve patolo- 
ji laboratuvarina génderildi. Patoloji raporunda “buyiik hiicreli néroendokrin karsi- 
nom” olarak tanisi konuldu ve baska bir odak saptanmamas! sonucu akcigerin bii- 
yuk hiicreli karsinomunun uzak metastazi olarak kabul edildi. inoperabl olarak de- 
8erlendirilen hasta onkoloji poliklinigine yénlendirildi. 
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Abstract 

Lung cancer has the highest incidence among all cancer types in the world. Skin is 
an uncommon organ that lung cancers metastasize and the incidence of cutane- 
ous metastasis has been reported between 1-12%. In this report, we would like to 
present the case of a 67 year old male patient who admitted to our hospital with 
the complaint of multiple swollen masses on the different parts of his skin and 
has a homogenous mass with the width of 3 cm on chest x ray. The nodule at the 
intersection of the right 6th intercostal space and the mid-axillary line and with 
the dimensions of 1.5x1 cm was excised under local anesthesia and the speci- 
men was sent to the pathology laboratory for histopathological examination. The 
diagnosis of “large cell neuroendocrine carcinoma” was made histopathologically. 
The patient was diagnosed as the distant metastasis of the large cell lung cancer, 
considered inoperable and referred to oncology clinics. 
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Introduction 

Lung cancer has the highest incidence among all cancer types 
in the world [1]. Skin is an uncommon organ that lung cancers 
metastasize and the incidence of cutaneous metastasis has 
been reported between 1-12% [2]. These metastasis can pres- 
ent themselves to the physician as painless subcutaneous or 
intramuscular masses that erode the tissues above and become 
chronic cutaneous ulcers. In this report, we would like to pres- 
ent the case of patient that was diagnosed as the cutaneous 
metastasis of the large cell lung cancer without the risks of 
the open biopsy techniques and emphasize the importance of a 
thorough physical examination including the cutaneous system. 


Case Report 

A 67 year old male patient admitted to our hospital after admit- 
ting to another physician with the complaint of multiple swollen 
masses on the different parts of his skin and has a homog- 
enous mass with the width of 3 cm on chest x ray. In the past 
medical history he had an 80 packs/year of smoking and in the 
physical examination there were multiple, hard and immobile 
subcutaneous nodules at suprapubical area, left suprascapular 
area, the intersection of the right 6th intercostal space with the 
mid-axillary line, and left upper quadrant of the abdomen with 
the dimensions of 3x2 cm, 5x4 cm, 1.5x1 cm and 1x1 cm re- 


spectively (Figure 1). Respiratory system examination revealed 


Figure 1. Subcutaneous nodule at the left upper quadrant of the abdomen. 


bilateral softened breath sounds. Cervical, supraclavicular and 
axillary lymph node examinations revealed no lymphadenopa- 
thies. Thoracic computerized tomography (CT) was performed 
and revealed a mass in the posterior segment of the right upper 
lobe with the dimensions of 4x3 cm and multiple subcutane- 
ous nodules (Figure 2). Patient was hospitalized to the thoracic 
surgery clinics for taking excisional biopsy from one of his cu- 
taneous lesions. After making the necessary preparations for 
the surgery, the nodule that was localized at the intersection 
of the right 6th intercostal space and the mid-axillary line and 
with the dimensions of 1.5x1 cm was excised under local anes- 
thesia and the specimen was sent to the pathology laboratory 
for histopathological examination. Immunohistochemical stains 
of cytokeratin 7 (CK7, Thermo Scientific®), CK20 (Genemed®), 
epithelial membrane antigen (EMA, Dako), thyroid transcription 
factor 1 (TTF1, Dako®), synaptophysin (Thermo Scientific®), 
chromogranin (Genemed®), pankeratin (Thermo Scientific®), 
high molecular weight cytokeratin (HMWCK, Genemed®) and 


Figure 2. CT section of the subcutaneous nodule at the intersection of the right 
6th intercostal space with the mid-axillary line with dimensions of 1.5x1 cm. 


tumor protein 63 (p63, Dako®) were tested. Immunohistochem- 
ical stains were performed via the automatic immune stain- 
ing machine (Leica-Bondmax®). The slides were evaluated at 
a light microscope (Carl Zeiss Axioscope® Photomicroscope) 
and photographs were taken with an onboard camera system 
(Carl Zeiss Axiocam ICc3® 3.3 Mp digital camera and Carl Zeiss 
Axiovision Software®). A tumor that was formed of groups of 
cells with organoid and trabecular pattern, which includes many 
atypical mitoses and large necrotic areas, was found in the his- 
topathological examination. Strongly positive immune staining 
with Pankeratin, EMA, TTF1, CK7 and weakly positive immune 
staning with synaptophysin and chromogranin. The staining 
pattern of pankeratin was diffuse not dot-like. There was no 
immune staining with CK20, p63 and HMWCK (Figure 3). Basa- 
loid type squamous cell carcinoma was eliminated with HMWCK 


Figure 3. Picture A: Tumor with large necrotic areas that is composed of large 
cells with hyperchromatic nuclei (HEx100), Immunohistochemical stains: B: CK7 
positivity (x200), C: Pankeratin positivity (x200) D:EMA positivity (x200), E:TTF1 
positivity (x200), F: sinaptofizin positivity (x200). 
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and p63 negativity. The diagnosis of “large cell neuroendocrine 
carcinoma’ was reported when histopathological findings were 
considered along with immunohistochemical findings. TTF1 can 
also be expressed in extrapulmonary tumors such as thyroid, 
bladder and prostate along with lungs. The primary pulmonary 
malignancy was considered in our patient since there was no 
other focus of malignancy. Patient was discharged on the same 
day because his postoperative reexamination revealed no ab- 
normalities. The patient was diagnosed as the distant metasta- 
sis of the large cell lung cancer. He was considered inoperable 
and referred to oncology clinics. 


Discussion 

Cutaneous metastasis of lung cancer was reported more fre- 
quently in men than women [2,3,4]. Especially in obese patients 
subcutaneous nodules are thought of benign origin such as lipo- 
mas as in the case of our patient and usually neglected. Cutane- 
ous metastasis, which is rarely seen in lung cancer, can be undi- 
agnosed and thus advanced stage diseases are underrated and 
unnecessary thoracic surgeries are performed. Several studies 
indicate that adenocarcinoma of the lung is the most common 
type of lung cancer that metastasize to skin. But it is also em- 
phasized in other studies that large cell cancer has a higher 
tendency to metastasize to skin than other types of lung cancer 
despite the fact that it is a less frequently seen type of lung 
cancer [2,3]. The cutaneous nodules of our patient that were 
excised was reported as “metastasis of large cell carcinoma” 
with histopathological examination. The cutaneous metastasis 
of the lung cancer was reported to be frequently localized at the 
head and neck region, thorax and abdomen [4]. Cutaneous nod- 
ules were found at the neck, thorax and abdomen of our patient. 
He also had a nodule at the inguinal region. 

The expected mean survival time in a patient with cutaneous 
metastasis of any cancer type is 6.5 months. But it is reported 
as low as 2.9 months in cutaneous metastasis of lung cancer 
[5]. Lung cancer with skin metastasis is considered as inoper- 
able because of these facts. Chemotherapy, radiotherapy or 
the combination of these two entities can be the treatment of 
choice in patients with skin metastasis. But despite these treat- 
ments achieving complete remission is usually not possible [6]. 
Biopsy methods can vary according to their level of invasive- 
ness from the trans-thoracic fine needle aspiration biopsy to 
the biopsies taken via thoracotomy may cause a lot of compli- 
cations in patients especially with short life expectancies such 
as lung cancer with cutaneous metastasis. Complications like 
pneumothorax, hemothorax and hemorrhage will compromise 
the general condition of the patient and delay the necessary 
treatments such as chemo-radiotherapy. Physical examination 
must be thorough and consist of all systems in the body be- 
cause of these possible complications. Finding a suspicious skin 
nodule, which can easily be undiagnosed during the physical ex- 
amination, can prevent unnecessary biopsy operations. But the 
most important thing in these kinds of situations is performing 
an unnecessary operation to the patient because of an undi- 
agnosed skin metastasis. Preventing this big mistake can be 
prevented by a thorough physical examination. 

In conclusion, a thorough physical examination should be per- 
formed in a patient with an intensive smoking history and cu- 


taneous metastasis of the lung cancer should be suspected if 
early onset skin nodules are found in the dermatological exami- 
nation. 
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Ozet 

intratorasik schwannomalar noral kilifta bulunan Schwann hiicrelerinden koken 
alan benign ve asemptomatik tiimérlerdir. intratorasik schwannomalarin spontan 
hemoraji sonucu hemotoraksa yol agmasi nadir goriilen bulgudur. Nefes darligi ve 
sag kolda uyusma sikayetleri bulunan 17 yasindaki bayan hastaya cekilen 6n-arka 
akciger grafisinde sag hemitoraksta masif plevral eftizyon saptanmis olup yapilan 
torasentezde hemotoraks ile uyumlu sivi alinmasi tizerine tip torakostomi uygu- 
land. Cekilen kontrol 6n-arka akciger grafisinde sag hemitoraksta kitle tespit edil- 
di, bilgisayarli toraks tomografisinde interkostal sinirlerden koken alan 76 x 104 
mm boyutlarinda kitle tespit edildi. Rezeke edilen kitlenin histopatolojik inceleme- 
sinde schwannoma oldugu raporlanan hasta rezeksiyon sonrasi on dért aydir has- 


taliksiz hayatina devam etmektedir. 
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Abstract 

Intrathoracic schwannomas are typically benign and asymptomatic tumors that 
originate from the Schwann cells of a neural sheath. Hemorrhage from intratho- 
racic schwannomas is an uncommon finding. We present the case of a 17 year-old 
girl who had dyspnea and numbness of the right arm. Chest x-ray showed a right- 
sided massive pleural effusion and exploratory puncture showed hemothorax. Af- 
ter tube thoracostomy and drainage of the bloody effusion, a mass was observed 
in the right upper hemithorax. Chest tomography revealed a 76x104 mm mass 
arising from the fourth intercostal nerve. The tumor was successfully resected 
and, on histopathologic examination it was reported as a schwannoma. After re- 


section, the patient has remained problem-free for fourteen months. 
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Schwannoma and Hemothorax 


Introduction 

Neurogenic tumors are commonly found, especially in the pos- 
terior mediastinum or in the chest wall, and have a variety 
of clinical features [1]. Intrathoracic schwannomas are typi- 
cally benign and asymptomatic tumors that originate from the 
Schwann cells of a neural sheath [1,2]. Hemorrhage from in- 
trathoracic neurogenic tumors is extremely rare [3]. A review 
of the English language medical literature found only 7 previ- 
ous case reports describing hemothorax due to intrathoracic 
schwannoma. 


Case Report 

A 17 year-old girl was admitted to our hospital with dyspnea 
and numbness of the right arm. She had these complaints for 
a period of fifteen days. On physical examination there was no 
breathing sounds in the right hemithorax; there was no neuro- 
logical malfunction except numbness of the right arm. Chest 
radiography revealed a massive, right-sided pleural effusion 
and thoracentesis was performed. Exploratory puncture of the 
right thoracic cavity revealed a bloody pleural effusion and right 
tube thoracostomy was performed on the patient due to hemo- 
thorax. Following the drainage of 750 cc hemothorax, a second 
chest x-ray was performed, which showed a smooth, rounded 
mass on the upper-right part of hemithorax (Figure 1a). We 
planned a thoracic computerized tomography (CT), which re- 
vealed a regular, round mass (86x73 mm) arising from the right 
thoracic wall, which appeared to displace the trachea to the left 
side of the mediastinum (Figure 1b). Those details of the tumor 


Figure 1. Chest x-ray and thorax computerized tomography revealed smooth, 
rounded mass on the upper-right part of hemithorax (A, B) 


were obscured by the pleural effusion. A decision of transtho- 
racic fine-needle aspiration biopsy was made and pathologi- 
cal examination of specimens indicated a mesenchymal tumor. 
Hence, we performed chest magnetic resonance imaging (MRI) 
to clarify the location and characteristics of the tumor. On ex- 
amination of the chest MRI a huge tumor mass (74x76x104 
mm) with high signal intensities was determined on T2-weight- 
ed images. On positron emission tomography (PET) examina- 
tion, the mass had a maximal standard uptake value of 7.26 
without lymph node involvement, thus a decision was made to 
perform thoracotomy for excision procedure. 

We performed a posterolateral thoracotomy through the fifth 
intercostal space and excised the tumor (Figure 2a). In the 
pathologic examination firm, encapsulated tumor with degen- 
erative changes of both perivascular hyalinization and xantho- 
granulamatous infiltration was observed (Figure 2b). In light of 
those findings, a diagnosis of schwannoma was made without 
difficulty. After the operation she had an uneventful recovery, 
and has been problem-free without any neurological symptoms 
for fourteen months. 


Figure 2. Macroscopic examination of the mass after the resection (A), Micro- 
scopic examination of the schwannoma with degenerative changes of both peri- 
vascular hyalinization and xanthogranulamatous infiltration (B). 


Discussion 

Both somatic and autonomic nervous systems are found 
throughout the thorax and concentrated in the paravertebral 
sulcus region, known as the posterior mediastinum [1]. Most 
of the peripheral nerve tumors in the thorax are located in the 
posterior mediastinum, and 12 % to 21 % of all mediastinal 
tumors are neurogenic [1]. Intrathoracic schwannomas are un- 
common tumors that originate from the Schwann cells of a 
neural sheath. 

In general, schwannomas are slow-growing and asymptomatic 
tumors except for the compression of neighboring structures 
[4]. They rarely develop into malignant tumors and the risk of 
malignancy in a nerve sheath tumor is very small (2% - 5%) 
[1,2]. On analyzing a series of neurogenic tumors of the chest, 
Yamaguchi et al. [1] reported that only one (1.7%) of 60 pa- 
tients had malignant schwannoma. If the patient has a history 
of radiation exposure or Von Recklinghausen’s disease, the ma- 
lignancy risk increases to 10% - 20% [2]. Malignancy is sug- 
gested by features such as mitotic activity, necrosis, nuclear 
pleomorphism and invasion of surrounding tissues and vascular 
structures [2]. In our case, there were no malign features and 
the diagnosis of schwannoma was made without difficulty. 

The majority of intrathoracic neurogenic tumors are asymp- 
tomatic [1,4]. However, as they become larger in size, these 
space-occupying lesions can produce local compression symp- 
toms in adjacent structures such as bone erosion and spinal 
cord involvement [1]. Schwannomas rarely manifest with he- 
mothorax. White et al. [5] reviewed 57 schwannoma cases, of 
which only 3 were in the chest wall and none presented with he- 
mothorax. In a review the English language medical literature, 
there were only 7 cases of intrathoracic schwannoma appeared 
with hemothorax [2,3]. Both Morimoto et al. [2] and Lee et al. 
[3] described intrathoracic schwannoma cases presented with 
hemothorax and treated successfully by surgical excision. The 
causes of bloody pleural effusion were reasoned as bleeding 
caused by external trauma or a weak locus within the tumor [2]. 
In our patient, there was no history of trauma; thus, we sus- 
pected that some weak locus within the tumor might have been 
ruptured and caused hemothorax and shortness of breathing. 
Typically, schwannomas show equal or lower signal intensi- 
ties than muscles on T1-weighted MR images. Moreover, they 
show inhomogeneous high signal intensities on T2-weighted 
MR images [2]. Morimoto et al. [2] reported a similar case of 
schwannoma presented with hemothorax and they emphasized 
the importance of thoracic MRI in preoperative evaluation. Our 
case also had similar MRI findings to those described in the 
literature. 
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Thoracotomy was necessary not only as a diagnostic proce- 
dure, but also to ensure completeness of excision and to free 
a trapped lung [3]. In an analysis of 60 cases, open surgery, in- 
cluding thoracotomy and sternotomy, was performed in 51 pa- 
tients (85 %), whereas only 9 patients (15 %) were treated using 
video-assisted thoracic surgery [1]. It was emphasized that best 
approach would be standard posterior thoracotomy, located one 
or two intercostal spaces above or below the tumor [1]. In our 
case, our approach was also standard posterior thoracotomy, 
one costal space below the mass. 

Intraspinal extension of neurogenic tumors requires a combined 
posterior spinal and thoracic approach for safe resection [6]. A 
single-stage procedure is recommended because thoracic ma- 
nipulation of the tumor can produce bleeding within the tumor; 
hemorrhagic expansion of the tumor within the fixed space of 
the spinal canal can result in cord compression and paralysis [6]. 
We performed our case with the help of neurosurgeons although 
the tumor was not extended to the intraspinal part of the spinal 
cord. Complete excision of benign schwannomas is considered 
curative and reported recurrence is uncommon [4]. 


Conclusion 

In conclusion, we report a rare case of intrathoracic schwanno- 
ma, originating from intercostal nerve, presenting with hemo- 
thorax. Immediate drainage and complete surgical excision of 
the tumor successfully restored normal pulmonary function. In 
hemothorax patients a possible underlying neoplasm should al- 
ways be considered. Consequently, family physicians, neurolo- 
gists, and thoracic surgeons should be aware that spontaneous 
massive hemothorax in a patient may result from neurogenic 
tumors such as schwannoma. 
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Ozet 

Castleman hastaligi lenfadenopati ile seyreden etyolojisi bilinmeyen lenfoproli- 
feratif bozukluktur. Castleman Hastaligi lenfatik zincir boyunca herhangi bir yer- 
de ortaya cikabilmesine ragmen, mediasten (% 70) en sik bulundugu lokalizasyon- 
dur. Biz abdominal tomografide sag bobrek renal hilus ile iliskili homojen retrope- 
ritoneal kitlesi olan 36 yasindaki erkek hastanin olgu sunumunu yaptik. Bu kitleye 
cerrahi rezeksiyon uygulandi ve rezeke edilen dokunun histopatolojik tanis! Castle- 
man hastaliginin hiyalin-vaskiler tipi idi. Bu hastalik histolojik ve prognostik ola- 
rak malign lenf nodu hiperplazisinden farklidir. Castleman hastaligi nadir goriilen 
bir durum olmasina karsin, her zaman retroperitoneal tiimérlerin ayirici tanisinda 


akilda tutulmasi gereken bir durumdur. 
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Abstract 

Castleman's disease is a heterogeneous group of lymphoproliferative disorders 
with unknown etiology presenting with lymphadenopathy. Although Castleman's 
Disease may occur anywhere along the lymphatic chain, the mediastinum is the 
most common location (70%). We represent 36-year-old male patient with ho- 
mogeneous retroperitoneal mass that interrelated with renal hilum of the right 
kidney in abdominal tomography. Surgical complete resection performed and 
histopathological diagnosis of the resected tissue was hyaline-vascular type of 
Castleman's disease It is histologically and prognostically distinct from malignant 
lymph-node hyperplasia. Although Castleman's disease is rare condition, it should 


always be kept in mind in the differential diagnosis of retroperitoneal tumors. 
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Retroperitoneal Castleman Disease 


Introduction 

Benign retroperitoneal tumors are rare conditions, comprising 
only about 20% of all primary retroperitoneal neoplasms [1]. 
Castleman's disease is a heterogeneous group of lymphoprolif- 
erative disorders with unknown etiology presenting with lymph- 
adenopathy. Although Castleman's disease may occur anywhere 
along the lymphatic chain, the mediastinum is the most com- 
mon location (70%). Extrathoracic sites such as the neck, axilla, 
pelvis, and retroperitoneum have been reported less frequently 
[2]. It is histologically and prognostically distinct from malig- 
nant lymph-node hyperplasia. We present a rare case of unicen- 
tric Castleman's disease of the hyaline-vascular type located at 
right retroperitoneal area contract with kidney vessels. 


Case Report 

A 36-year-old male patient with one-month history of right 
flank pain and dyspepsia admitted our clinic. Physical exami- 
nation, routine hematologic, blood biochemistry and, urine 
analysis were normal. Abdominal x-ray was considered normal 
but abdominal ultrasonography demonstrated retroperitoneal 
mass, with 60 mm in size and with regular contour in the right 
anterior pararenal space. Then abdominal computed tomog- 
raphy performed and tomography demonstrated 62x60 mm 
sized homogeneous retroperitoneal mass that interrelated with 
renal hilum of the right kidney (Figure 1). Testicular examina- 
tion and testicular ultrasonography were normal. Through a 
midline abdominal incision, the mass was found near the hilum 
of the right kidney and it was in contract with the kidney ves- 
sels. We performed complete resection of the mass. Patient had 
no complication in the postoperative period. Histopathological 
diagnosis of the resected tissue was hyaline-vascular type of 
Castleman's disease (Figure 2). Postoperative 1 year abdominal 
tomography was normal. 


Discussion 

Castleman's disease was first reported in 1956 by Castleman 
et al. as a different mediastinal mass, easily confused with the 
thymoma [3]. Castleman's disease is relatively rare and poorly 
understood lymphoproliferative disorder. Hypotheses for the 
pathogenesis of Castleman's disease include infection, autoim- 
munity and dysregulated cytokine expression causing lymphoid 
proliferation [4]. Mediastinum (70%) is the main location of the 
disease however retroperitoneal location has been reported in 
7%, with only 2% involving the pararenal region [2]. Castleman's 
disease has no predilection for either sex and affects varying 
ages of patients but most patients are in the second and third 
decades of life [5]. Three basic histopathologic subtypes have 
been described: hyaline-vascular, plasma cell, and mixed vari- 
ant [6]. Two clinical entities have also been described: a uni- 
centric presentation with disease confined to a single anatomic 
lymph node, and a multicentric presentation characterized by 
generalized lymphadenopathy and a more aggressive clinical 
course [6]. Patients with localized hyalinevascular type are usu- 
ally asymptomatic, as in our case. Although CT is helpful for the 
diagnosis of Castleman’s Disease, the final diagnosis depends 
on pathologic examination. The standard therapy for localized, 
hyaline-vascular form of Castleman's disease is surgical exci- 
sion, which is curative when resection is complete and en-block; 
the 5 years of survival is nearly 100%, and no recurrences have 
been reported [7]. 


Figure 1. Abdominal tomography demonstrated 62x60 mm sized homogeneous 
retroperitoneal mass that interrelated with renal hilum of the right kidney 


Figure 2. Regressed follicles consist of small germinal centers with marked vas- 
cular proliferation and hyaline material. The interfollicular stroma shows hyper- 
plastic vessels and mixed infiltrate of plasma cells, lymphocytes, eosinophils, im- 
munoblasts, and plasmacytoid monocytes (HEX100). 


In conclusion, an asymptomatic retroperitoneal mass in a young 
adult always raises the suspicion of a malignant tumor, but it 
is necessary to consider hyaline-vascular type Castleman's Dis- 
ease prominently in the differential diagnosis. 
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Ozet 

Sarbon esas olarak sigir, koyun, keci gibi ot yiyen hayvanlarin hastaligi olup, insan- 
lara enfekte hayvanlardan bulasan bir zoonozdur. Her gecen giin azalmakla birlikte 
ulkemiz igin halen endemik bir hastaliktir. Olgularin %95’ini deri sarbonu olustur- 
maktadir. Bu calismada; acil servise el tistiinde agrisiz ve siyah renkli yara sikayeti 
ile basvurup deri sarbonu tanisi konulan ayni aileden 5 olgu tartisilmistir. Bir hafta 
Once bilyiik bas bir hayvani kesen 4’ti erkek 1’i kadin aile bireyleri, el sirtinda yara 
ile acil serviste degerlendirildi. Sarbon tanisi konulan hastalardan 1’i enfeksiyon 
hastaliklarina yatirilarak, 4’ ayaktan tedavileri diizenlenerek taburcu edildi. Has- 
talarin iki hafta sonraki kontrollerinde her hangi bir komplikasyon gelismeden ta- 
mamen iyilestikleri gézlendi. Erken tani ve tedavi ile %100 iyilesme gosterebilen 
deri sarbonu, siipheli cilt lezyonu ve yakin zamanda hayvan temasi olan hastalar- 
da mutlaka diisiintilmelidir. 
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Abstract 

Anthrax is a zoonotic disease of grass-eating animals such as cattle, sheep, goats, 
and transmitted to humans by infected animals. Declining with each passing day 
in our country is still an endemic disease. Cutaneous anthrax is 95% of the cases. 
In this study, 5 patients from the same family who admitted to the emergency de- 
partment with a complaint of a painless and black colored wound on their hands 
are discussed and skin anthrax diagnosed. Four male, 1 female family members 
who cut a cattle a week before were evaluated in the emergency department 
with a wound on their hands’ backside. One of the patients hospitalized with the 
diagnosis of anthrax, and accepted to the infectious diseases clinic, and 4 were 
discharged by outpatient treatment arranged. In controls after two weeks, the pa- 
tients were fully recovered without complications. Early diagnosis and treatment 
can show 100% improvement in skin anthrax, suspicious skin lesion and recently 
animal contact history should be considered in patients. 
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Antrax 


Giris 
Sarbon veya Antraks; Bacillus antracis adli bakteri tarafindan 
meydana_ getirilen bulasici bir hastaliktir. Hastaligin 


bulasmasinda enfekte hayvanin derisi, eti ve ylinu ile dogrudan 
temas énemlidir. insana hasta hayvanlarin kesilmesi ve deri- 
sinin yiztilmesi sonucu direkt temasla veya enfekte etlerin yen- 
mesi ya da sporlarinin inhale edilmesiyle bulasmaktadir. Et- 
kenin vicuda giris yoluna gore deri, barsak ve solu-num sistemi 
sarbonu olusur. Olgularin % 95’i deri sarbonu seklindedir [1]. 
Deri sarbonu ulkemizde bazi bélgelerde halen endemik olarak 
gortilmesine ragmen son yillarda sikligi giderek azalmaktadir. 
Deri sarbonu tedavi edilmediginde yaklasik %20 oraninda mor- 
talite riskine sahiptir [2]. Erken tani ve tedavi, komplikasyon 
olusumunu anlamli derecede azaltabilir. Bu ¢alismada konuya 
dikkat cekilmesi amaciyla servisimizde tani konan ayn aileden 
5 sarbon olgusu sunulmustur. 


Olgu Sunumu 

EI ustiinde yara sikayeti ile ayn! anda basvuran ve akraba olan 
5 hastanin yapilan muayenelerinde her bireyin elinin farkli 
yerinde etrafi 6demli, agrisiz, Ulsere siyah lezyon tespit edildi 
(Resim 1). Hastalarin 4’U erkek 1’i kadindi. Hastalardan alinan 


Resim 1. Bes olgunun basvuru anindaki lezyon goruinumleri 


Tablo 1. Hastalarin demografik verileri, vital bulgulari ve 
laboratuar sonuclar! 


Hasta No ] 2 5 4 5 
Parametreler 

Yas (Yil) 44 49 45 36 33 
Cinsiyet E E E K E 
Solunum/dak. 13 15 13 14 14 
Nabiz/dak. 91 97 90 88 85 

TA (mmHg) 125/60 100/60 150/90 125/68 125/80 
Ates (oC) 38 39 36,5 37,8 36,5 
Beyaz Kiire 11400 18600 10000 11500 10600 
(WBC) (/pL) 

Notrofil (%) 67 83,1 67,2 73,7 74,5 
Sedimanta- 25 30 28 28 26 
syon (mm/s) 

CRP (mg/L) 50 200 80 30 45 
Yatis suresi ) 3 ) ) 0) 


hikayede bir hafta 6nce biiyik bas bir hayvani kesip derisini 
yuzdikleri ve etlerini parcgaladiklari 6grenildi. 
miunde lezyonlarin tarifi ayniydi. Acil servise basvurudan 4-5 
giin once lezyonlarin kiicuk bir sivilce seklinde basladigi giderek 
koyulastigi1 ve biyudigii ve bu arada ellerinde sislik olustugu 
ogrenildi. Hastalarin 6zgecmis ve soy gecmislerinde herhangi 
bir 6zellik yoktu. Sistemik fizik muayenelerinde patolojik bir bul- 
guya rastlanmadi. Hastalara ait demografik veriler, vital bulgu- 
lar ve laboratuar sonuclari tablo 1’de 6zetlenmistir. iki numaral! 
hasta kliniginin ve laboratuar sonuglarinin daha agir olmasi 
sebebiyle enfeksiyon hastaliklarina konsiilte edilerek béliime 
yatirildi. Boliimde 2,4 Milyon U/giin iV Penisilin G tedavisi alan 
hasta ti¢ giin sonra enfeksiyon hastaliklarindan 800000 U 2x1 
iM (10 giin) recete edilerek taburcu edildi. Diger 4 hasta ise 
penisilin G 800000 U 2x1 iM baslanarak acil servisten taburcu 
edildi. Hastalarin iki hafta sonraki kontrollerinde her hangi bir 
komplikasyon gelismeden cilt lezyonlarinin tamamen iyilestigi 
gozlendi. 


Hastalarin tu- 


Tartisma 

Hayvanciligin ve hayvan kesiminin modern yéntemlerle 
yapilmadigi tlkemizin baz! bélgelerinde bir zoonoz olan sarbon 
endemik olarak gériilmeye devam etmektedir [1]. Ana etken 
olan Bacillus anthracis gram-pozitif, kapsilli, sporlar! toprakta 
uzun yillar canli kalabilen bir bakteridir. Ana bulas yolu sporlarla 
direkt temas veya inhalasyon yolu iledir [2]. Ulkemiz icin yapilan 
bir calismada olgularin % 92’sinin sarbonlu hayvanin kesilm- 
esi, yuziilmesi gibi islemler sirasinda direkt temasla, % 1.5’inin 
enfekte et yemekle bulastig1 ve % 6 olguda bulas seklinin 
saptanamadig! bildirilmektedir [3]. Bizim calismamizdaki 5 
vakanin hepsi ayni hayvanin kesimi ve derisinin yiztilmesi 
islemine istirak etmistir. Bu sebeple bulasin bu hayvan araciligi 
ile oldugunu diistinmekteyiz. 

Sarbon genel olarak 3 temel formda karsimiza cikar. Bunlar 
deri, solunum yolu ve gastrointestinal sarbondur. Deri sarbonu 
tim vakalarin %95 ini olusturur. Bulasmay! biitiinliigii bozulmus 
deri varligi kolaylastirir. Deri lezyonlari sporlarin deriye girisini 
takip eden 2-7 gin icinde kendini gésterir [4]. Sporlar deriden 
girisi takiben vejatatif sekle gecer ve giris yerinde hafif yanma 
ve kasinti olur. iki tic giin sonra iltihabi bir papiil meydana ge- 
lir. Bu papi kisa bir zamanda etrafi eritem ve 6demii, ici sero- 
hemorajik sivi ile dolu bir bile dénistr. Buller zamanla patlar 
veya Uizerinde siyah renkli krut meydana gelir. Tim basamak- 
larda lezyon agrisizdir [4]. Bizim vakalarimizin hig birinin eller- 
inde bulas Oncesinde bir yaralanma yoktu. Vakalarin tiimunde, 
lezyonlar hayvan kesiminden 2-3 giin sonra el Ustlerinde kiigiik 
bir sivilce seklinde baslamis giderek koyulasmis, biiyiimiis ve 
bu arada ellerinde sislik olusmustu. Bize basvuruldugunda her 
bireyin elinin farkli yerinde etrafi 6demli, agrisiz, Ulsere siyah 
lezyon tespit edildi. 

Sarbonun her ti¢ Klinik formu da tedavi edilmedigi takdirde 
dldiirtici' olabilir. Uygun tedavi edilmeyen vakalarin %10- 
40’inda 6liim gozlenirken, tedavi edilen vakalarda bu oran % 1’e 
gerilemektedir [4]. Hastaligin tedavisinde penisilin G halen ilk 
tercih edilen antibiyotiktir. Tetrasiklin, eritromisin ve siproflok- 
sasin Ozellikle penisilin alerjisi olan vakalarda diger alternatif 
tedavi secenekleridir. Komplike olmamis orta siddetli sarbonda 
intramuskiler penisilin Onerilirken, artmis 6demin bulundugu, 


Journal of Clinical and Analytical Medicine | 105 


Antrax 


sistemik belirtilerin siddetli oldugu vakalarda intraven6z penisi- 
lin tedavisi 6nerilmektedir [5,6]. Calismamizda 2 numarali vaka 
enfeksiyon hastaliklarina yatirilarak 3 giin 2,4 Milyon U/gin iv 
Penisilin G tedavisi alip penisilin G 800000 U 2x1 IM tedavisi 
ile boliimden, diger 4 hasta ise penisilin G 800000 U 2x1 iM 
tedavisi ile acilden taburcu edildi. 

Sarbonda penisilin tedavisinin siresi netlik kazanmamistir. 
Genel olarak tedavinin baslamasindan 7-10 giin sonra lezyon- 
lar geriler [4,5]. Biz hastalarimiz! 10 gtinliik penisilin tedavisi 
baslayarak taburcu ettik. iki hafta sonra yapilan kontrolde tiim 
vakalarin komplikasyonsuz iyilesmis oldugunu goérdik. 

Sonug olarak, sarbonun endemik olarak gorildigi bolgel- 
erde hastaliga bagli morbidite ve mortalitenin azaltilmasi igin 
ozellikle bu bélgelerde ¢alisan hekimlerin, sarbonun bulgu ve 
semptomlarini kolayca tanimalari, erken ve etkili bir tedaviye 
baslanabilmesi acgisindan 6nemlidir. Ozellikle hayvanlar ile yakin 
temas! olan ve agrisiz siyah kurutlu lezyon gériilen vakalarda 
deri sarbonu akilda bulundurulmalidir. 
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Ozet 

Heparine bagli trombositopeni son derece prokoagiilan bir hastaliktir ve 6nem- 
li morbidite ve mortalite tasimaktadir. Bununla birlikte, serum transaminaz yUk- 
sekligi karakteristik olarak asemptomatiktir ve tedavinin sonlandirilmasi ile tersi- 
ne cevrilebilir. Heparine bagl ciddi karaciger zarari rapor edilmemistir fakat he- 
patosit nekrozu ile beraber ciddi karaciZer hasari potansiyeli oldugu icin karaci- 
ger fonksiyonlari yakindan izlenmelidir. Bu vaka takdiminde, pulmoner arter bant- 
lama prosediirii sonrasinda sol alt ekstremitede arteriyel tromboz gelisen, bir ya- 
sinda bir erkek hasta sunmaktayiz. Olgumuz antikoagiilasyon i¢in fraksiyone ol- 
mayan heparin almaktaydi. Heparin tedavisinin Uictincii giiniinde, rutin kan tahlil- 
lerinde hepatik fonksiyon testlerinde bozulma ve trombositopeni saptandi. Stan- 
dart heparin tedavisi kesildi ve arteriyel tromboz terapétik dozda diisiik molekiil 
agirlikli heparin ile tedavi edildi. Trombosit sayimi ve karaciger fonksiyon testle- 
ri 2 hafta sonra normale geldi. 
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Abstract 

Heparin-induced thrombocytopenia is an intensely procoagulant disorder and car- 
ries significant morbidity and mortality. However, the elevations in serum amino- 
transferases are characteristically asymptomatic and reversible with treatment 
termination. The serious liver injury due to heparins has not been reported but 
liver function should be monitored closely since potential severe liver damage 
with hepatocyte necrosis can occur. In this case report, we present a one-year-old 
male patient who developed a left lower extremity arterial thrombosis follow- 
ing an pulmonary artery banding procedure. Our case was taking unfractionated 
heparin for anticoagulation. On the third day of heparin therapy, routine blood 
analysis revealed deranged hepatic function tests and thrombocytopenia. Unfrac- 
tionated heparin treatment was discontinued and he was treated with therapeutic 
doses of low-molecular-weight heparin for arterial thrombosis. His platelet count 
and liver function tests had normalised 2 weeks later. 
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Introduction 

Unfractionated heparin (UFH) is the traditional anticoagulants 
used for the prevention and treatment of thromboembolic dis- 
ease. It is an indirect thrombin inhibitor [1]. Heparin-induced 
elevations in serum aminotransferases is characteristically as- 
ymptomatic and reverse with continued treatment. However, 
heparin-induced thrombocytopenia is a potentially devastating 
complication of heparin therapy [2,3]. The best of our knowl- 
edge, there are no reported articles on cases of concurrent 
elevations in serum aminotransferases and thrombocytopenia 
associated with UFH in children and adolescents. In this report, 
a one-year-old boy presented with elevations in serum amino- 
transferases and thrombocytopenia which had been reported to 
be very rarely seen. 


Case Report 

A one-year-old, 7-kg boy with secundum atrial septal defect, 
perimembranous ventricular septal defect and severe pulmo- 
nary hypertension underwent pulmonary artery banding proce- 
dure. He had left femoral arterial and venous catheters. On the 
third day of surgery, the developed pallor and loss of pulse his 
left leg and foot. 

He was alert, blood pressure was 90/55 mmHg, body tempera- 
ture was 36,7°C, heart rate was 118 beats/min , respiratory 
rate was 42 breaths/min and oxygen saturation was 94%. His 
breath sounds were normal. Thrombus formation was noted 
observed in the evaluation of echocardiography. Chest radio- 
graphs showed mild cardiomegaly without congestion. Color 
Doppler ultrasonography (CDU) of the symptomatic leg (left 
leg) demonstrated no significant colour flow within the com- 
mon femoral artery, popliteal artery, posterior tibial artery, dor- 
salis pedis artery, whereas spectral Doppler ultrasonography 
showed minimal flow within these arteries. Left lower extremity 
venous CDU were normal. Doppler ultrasonography confirmed a 
left lower extremity arterial thrombosis. Initial laboratory tests 
revealed a white blood cell count of 7.680 cells/mL, hemoglobin 
12.7 g/dl, platelet count of 240.000 cells/mL, International Nor- 
malized Ration (INR) value 1.2 (normal range:1-1.5), and an ac- 


Table 1. Platelet Counts of the Patient 


PLT (cells/mL) 
Baseline PLT (cells/mL) 240.000 
PLT 3 Days after UFH Treatment 30.000 
PLT 24 h after Stopping UFH 42.000 
PLT 1 Week after Stopping UFH 97.000 
PLT 2 Week after Stopping UFH 281.000 


PLT: Platelet counts 


Table 2. Serial Liver Function of the Patient 


tivated partial thromboplastin time (aPTT) value of 35 s (normal 
range: 20-40 s). Routine blood biochemistry tests were normal. 
The thrombus was probably associated with arterial catheter. 
Treatment with UFH was initiated (70 units/kg intravenous 
bolus, 20 units/kg per hour continuous infusion, goal aPTT is 
60-80 s). Three days after the patient’s initial admission and 
first exposure to heparin, his platelet count had dropped from a 
baseline of 240.000 to 30.000 cells/mL. Platelet counts for the 
patient are illustrated in Table 1. There were no other possible 
causes of the thrombocytopenia. The same time, he was de- 
tected to have derangement in liver function tests (LFT). Liver 
function tests are listed in Table 2. No another drugs known to 
elevate LFT were given before and after cardiac surgery and all 
other diagnostic evaluations for liver damage, including viral 
hepatitis tests and were negative. Ultrasound of the liver was 
normal. Also, the previous liver function tests from treatment of 
UFH were normal. Unfractionated heparin was then suspected 
to be the cause of the derangement in LFT and thrombocytope- 
nia. Therefore, it was stopped. Color Doppler ultrasonography 
of the left lower extremity show that the disorder was contin- 
ued. Subcutaneous enoxaparin 0.5 mg/kg every 12 hours was 
commenced. His LFT and thrombocytopenia started to improve 
five days after UFH was stopped. The patient was treated with 
subcutaneous enoxaparin for two weeks. Color Doppler ultraso- 
nography of the left lower extremity was normal on the twelve 
day of therapy enoksiparin. The LFT and platelet count slowly 
improved and returned to normal over a period of two weeks. 


Discussion 

Central venous and arterial catheters (CVAC) are used in criti- 
cally ill children and in children with chronic diseases for the ad- 
ministration of fluids, medications, total parenteral nutrition or 
blood products. But, despite their many benefits, CVACs are not 
innocuous and are associated with important complications [4]. 
Arterial and venous thromboembolism are significant because 
they are difficult to detect, increase the cost of care, and are 
potentially life-threatening adverse events [5]. The main stays 
of anticoagulant therapy for children with thrombus are UFH, 
low molecular weight heparin, and warfarin. Unfractionated 
heparin is often the anticoagulant of choice in children because 
of its efficacy, reversibility, ease of monitoring and clinical ex- 
perience is extensive [6]. Also, we started initially UFH to our 
patient. The UFH doses are age dependent,with infants (up to 
2 months corrected for gestational age) having the highest re- 
quirements (average 28 U/kg/h) and children over 1 year of age 
having lower requirements (average 20U/kg/h) [3,6]. 

The major complications of UFH therapy are thrombocytopenia, 


LFT Baseline LFT LFT 3 Days after UFH LFT 24h after Stopping LFT 1 Week after Stop- LFT 2 Week after Stop- 
Treatment UFH ping UFH ping UFH 

AST (U/L) 32 0600 2466 197 39 

ALT (U/L) 46 7580 5140 1446 39 

ALP (U/L 101 12 107 

GGT (U/L) 61 21 83 64 

LDH (U/L) 214 497 304 221 

Total bilirubin (mg/dl) ie2. 3 1.2 


LFT, liver function tests; AST, aspartate transferase; ALT, alanine transferase; ALP, alkaline phosphatase; GGT, glutamyl transpeptidase; LDH, lactate dehydrogenase; 


UFH, unfractionated heparin. 
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bleeding, osteoporosis, elevations in serum aminotransferases, 
skin necrosis and skin lesions [1,7]. Heparin-induced throm- 
bocytopenia (HIT) is a life-threatening, severe, immunological 
drug reaction that carries a high risk of morbidity and mortal- 
ity. The frequency is reported to be 2.3% to 3.7% with a 1% 
to 3% prevalence in children undergoing cardiac surgery with 
the use of UFH [3]. It is generally suspected in cases of unex- 
plained acute thrombocytopenia; generally more than 50% fall 
in absolute platelet count from the baseline, in a patient that 
has been on heparin for 4-14 days. The diagnosis of HIT ini- 
tially is clinical. The awareness of the syndrome is necessary to 
suggest HIT in cases of unexplained thrombocytopenia during 
heparin exposure [3]. We have excluded other causes of throm- 
bocytopenia and the patients was defined as HIT. Drug-induced 
liver injury is a major concern for the physicians. Almost one 
thousand medicines used in clinical practice have been shown 
to induce hepatotoxicity. in medical literature. Several medica- 
tion are lipophilic substances and their transformation into hy- 
drophilic compounds by the cytochrome P-450 system results 
in production of toxic metabolites. The necrotic death follows 
antioxidant consumption and oxidation of intracellular proteins, 
which determine increased permeability of mitochondrial mem- 
branes, loss of potential, decreased ATP synthesis, inhibition 
of calcium-dependent ATPase, reduced capability to sequester 
calcium within mitochondria, and membrane bleb formation. 
The activation of nucleases and energetic participation of mi- 
tochondria are the main intracellular mechanisms that lead to 
apoptosis. Non-parenchymal hepatic cells are inducers of hepa- 
tocellular injury and targets for damage [8]. The exact patho- 
genesis of distorted liver function tests induced by heparin is 
so far unknown. The serious liver injury due to heparins has not 
been reported. It is characteristically asymptomatic and reverse 
with continued treatment [2,9]. Unfractionated heparin-associ- 
ated hepatotoxicity is generally detected within the first week 
of therapy and resolves upon discontinuation of the offending 
agent. In our patient, the aminotransferase elevation was begin- 
ning at 3 days after the initiation of dosing UFH treatment and 
it was returning to normal values within 2 week of discontinuing 
treatment of UFH. But, some studies showed drug-induced toxic 
centrilobular hepatocellular balloon degeneration in a patient 
with high liver enzymes (>3000 U/L) [10,11]. Therefore, should 
be noted that develop toxic liver necrosis in patients with liver 
enzymes especially more than 3000 U/L. 

In conclusion, anticoagulation therapy in the hospital is wide- 
spread and many patients will be exposed to heparin at some 
time during their hospitalization. Unfractionated heparin is used 
ubiquitously for the treatment and prevention of thrombosis. 
However, proper medication use requires an understanding of 
the medication’s indications and side effects. 


Competing interests 
The authors declare that they have no competing interests. 


References 

1. Hirsh J, Raschke R. Heparin and low-molecular-weight heparin. Chest 
2004;126(3):188-203. 

2. Harrill AH, Roach J, Fier |, Eaddy JS, Kurtz CL, Antoine DjJ, et al. The effects of 
heparins on the liver: application of mechanistic serum biomarkers in a random- 
ized study in healthy volunteers. Clin Pharmacol Ther 2012;92(2):214-20. 

3. Vakil NH, Kanaan AO, Donovan JL. Heparin-induced thrombocytopenia in the 


pediatric population: a review of current literature. J Pediatr Pharmacol Ther 
2012;17(1):12-30. 

4. Bourgeois FC, Lamagna P, Chiang VW. Peripherally inserted central catheters. 
Pediatr Emerg Care 2011;27(6):556-61. 

5. Monagle P. Diagnosis and management of deep venous thrombosis and pulmo- 
nary embolism in neonates and children. Semin Thromb Hemost 2012;38(7):683- 
90. 

6. Monagle P, Chan AK, Goldenberg NA, Ichord RN, Journeycake JM, Nowak-Gottl 
U, et al. Antithrombotic therapy in neonates and children. Chest 2012;141(2):737- 
801. 

7. Bilen O, Teruya J. Complications of anticoagulation. Dis Mon 2012;58(8):440-7 
8. Grattagliano |, Bonfrate L, Diogo CV, Wang HH, Wang DQ, Portincasa P. Bio- 
chemical mechanisms in drug-induced liver injury: certainties and doubts. World J 
Gastroenterol 2009;15(39):4865-76. 

9. AL-Mekhaizeem KA, Sherker AH. Heparin-induced hepatotoxicity. Can J Gastro- 
enterol. 2001. 

10. Singhal S, .Gray T, Guzman G, Verma A, Anand K. Sevoflurane hepatotoxicity: 
a case report of sevoflurane hepatic necrosis and review of the literature. Am J 
Ther 2010;17(2):219-22. 

11. Cheshchevik VT, Lapshina EA, Dremza IK, Zabrodskaya SV, Reiter RJ, Prokop- 
chik NI, et al. Rat liver mitochondrial damage under acute or chronic carbon tet- 
rachloride-induced intoxication: protection by melatonin and cranberry flavonoids. 
Toxicol App! Pharmacol. 2012;261(3):271-9. 


How to cite this article: 
Arslan D, Guvenc O, Cimen D, Oran B. Heparin-Induced Thrombocytopenia Asso- 
ciation with Impaired Liver Function Tests. J Clin Anal Med 2016;7(suppl 2): 107-9. 


109 


Journal of Clinical and Analytical Medicine | 
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Ozet 

Kunt karin travmasina bagli olarak gelisen nadir bir pankreas frakturii vakasini 
sunmaktayiz. 70 yasinda erkek hasta arag ici trafik kazasi gecirmis, fizik muaye- 
ne, ultrasonografi ve bilgisayarli tomografi incelemeleri sonucunda pankres trav- 
masindan siiphelenilmistir. Dalak yaralanmasi ve portal venin pankreasin hemen 
altindan gec¢tigi bélgede total pankreatik fraktiir tanis! magnetik rezonans kolan- 
jiyopankreatografi ile konuldu. Hasta acilen operasyona alinarak splenektomi ve 
distal pankreatektomi uyguland!. Sundugumuz bu vakada ¢ok sik olarak karsimiza 
gikmayan kiint travmaya bagl pankreatik fraktiirl, komplikasyonlarini ve tanisal 
ve tedavisel zorluklari tartistik. 
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Abstract 

A rare case of pancreatic fracture due to blunt trauma was presented. The patient 
was 70 year old male who had a motor vehicle collision and was suspected a pan- 
creatic trauma due his examinations with ultrasound and computerized tomogra- 
phy. The diagnosis of splenic injury and pancreas body total fracture in the point 
where the portal vein crosses the pancreatic body was made with the help of 
magnetic resonance cholangiopancreatography. He was taken to emergency sur- 
gery where a splenectomy and a distal pancreatectomy were performed. We rep- 
resented this infrequent case of pancreatic fracture and its complications after 


blunt abdominal trauma and discuss the diagnostic and management practices. 
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Introduction 

Blunt abdominal trauma can cause severe damages in all in- 
ternal organs. Trauma to the pancreas especially isolated pan- 
creatic trauma is a very uncommon incident in these injuries[1]. 
Pancreatic fracture due to abdominal blunt trauma reported 
to be 0.4 per 100 000 population [2] or 1 per 250 000 hos- 
pital admissions[3]. The diagnosis of a pancreatic fracture is 
challenging as the physical signs are often absent and labo- 
ratory parameters such as serum amylase are inaccurate for 
diagnosis[4]. As the diagnosis and the treatment are difficult, 
a combined morbidity and mortality rate of 50% has been re- 
ported[1]. It is critically important to provide early treatment in 
these patients, therefore; infrequent pancreatic injuries should 
certainly be considered in the differential diagnosis in blunt 
trauma cases. 

Herein we represented a rare case of pancreatic fracture after 
blunt abdominal trauma and discuss the diagnostic and man- 
agement practices. 


Case Report 

A 70 year old male admitted to the emergency service with 
severe abdominal pain after having a motor vehicle collision. He 
stated that he hit his chest and upper abdominal area through 
the steering wheel hardly during the accident. In his initial 
physical assessment; he was stable with a blood pressure of 
160/80mmHg, heart rate of 96 /min and fever of 36.4 C. He had 
an abdominal tenderness especially in upper quadrants. A total 
blood count revealed a white blood cell count of 15000/mm3, 
hemoglobin of 12.6 g/dl and serum amylase of 800 iu /i. An 
ultrasound examination in the emergency service was initiated. 
A large hypo-echogenic area with dimensions of 10x8 cm was 
observed around the liver and spleen and interpreted as hema- 
toma secondary to solid organ trauma. For further investiga- 
tion a computed tomography (CT) scan was performed. Axial 
contrast-enhanced CT scans showed extensive spleen lacera- 
tions and a fracture line at the pancreatic body surrounded with 
fluid and hemorrhage between the pancreatic fragments. De- 
pending on the CT findings magnetic resonance cholangiopan- 
creatography (MRCP) was initiated and axial T2 weighted fat 
suppressed magnetic resonance (MR) image showed a fracture 
of the pancreatic body with associated fluid collections. Preop- 
erative diagnosis of an acute abdomen due pancreatic fracture 
was decided and the patient underwent emergency surgery. In 
the exploration of the abdomen; a spleen rupture was seen with 
an intra-abdominal bleeding of approximately 2 liters of blood 
was suctioned. In addition, the mesentery of small and large 
intestine was found to be filled with hematoma due pancre- 
atic fracture. A retroperitoneal dissection were performed and 
found that the pancreas body was fractured totally in the point 
where the portal vein crosses the pancreatic body. Pancreatic 
fluid leakage was also inspected. After the exploration; a sple- 
nectomy and a distal pancreatectomy were performed. A silicon 
drainage tube was placed in the resection area of the pancreas 
before the anatomical closure of the patient. 

The patient follow-up postoperatively was uneventful and he 
was discharged from the hospital on day 4. 

After one week of the discharge, he re-admitted to our clinic 
with severe pain of the abdomen and high fever of 39 C. He had 


a white blood cell count of 20000/mm3. CT scan examination 
showed multi centered fluid and abscess like fluid, and there- 
fore the patient underwent relaparotomy. In the intraabdominal 
exploration; a close small intestine perforation adjacent to the 
resection area (due pancreatic fluid digestion) were found with 
intraabdominal multiple abscess foci. The perforated intestinal 
section was resected, the abscesses were drained as much as 
possible and the operation was ended with a replacement of 
silicon drainage. In the first postoperative day, the drainage 
fluid laboratory assessment showed very high amylase levels 
and an MRCP was planned. MRCP showed pancreatic fluid leak- 
age from the resection area. An ERCP-guided stent placement 
is considered and nasobilliary drainage was obtained. After one 
week from the replacement of drainage and appropriate antibi- 
otic and fluid replacement, a control ERCP was performed and 
no pancreatic leakage was detected. Consequently the drain- 
age was moved out and the patient was discharged from the 
hospital after 4 days. The patient follow-up was done for two 
years in outpatient clinic bases and no complications were en- 
countered till then. 


Discussion 

In adults, over 75% of blunt injuries to the pancreas are due to 
motor vehicle collisions[5].Blunt abdominal trauma may result 
in a variety of abdominal injuries most commonly involving the 
liver and spleen which are common and are usually detected 
by imaging without difficulty. Unfortunately pancreatic injuries 
may be more elusive and are uncommon. They may be over- 
looked in patients with extensive multi organ trauma and are 
associated with high morbidity and mortality due to fistula, ab- 
scess, sepsis, and hemorrhage, particularly if diagnosis is de- 
layed [6, 7]. 

The pancreas is particularly vulnerable to crushing injury in 
blunt trauma due to impact against the adjacent vertebral col- 
umn [8]. Two-thirds of pancreatic injuries occur in the pancre- 
atic body, and the remainder occurs equally in the head, neck, 
and tail [9]. Yet in our case the trauma to the pancreas caused 
a serious fracture at the pancreatic body where the portal vein 
crosses the pancreas in addition with a spleen injury. The as- 
sociated injuries as seen in our patient with spleen (could be 
liver, duodenum etc.) can occur in over 90% of the cases[3] . 
Pancreatic injuries may be difficult to diagnose clinically be- 
cause of the retroperitoneal location of the organ which mutes 
the clinical features of peritonitis. 

Routine laboratory tests are of little help except for the eleva- 
tion in serum amylase levels but they are neither specific nor 
sensitive for the diagnosis of pancreatic fracture [10]. In addi- 
tion, the classical triad of fever, leukocytosis, and elevation of 
serum amylase levels is rarely encountered[11] . Elevation of 
serum amylase levels may be seen in only up to 73% of cases 
[3] . In our case the only laboratory findings were the anemia 
caused by internal bleeding and an elevated level of serum am- 
ylase which is found to be 800 tu/!. Actually, elevated levels of 
amylase focus our evaluation for further investigation of pan- 
creatic injury. 

Ultrasound scan is beneficial in emergency settings for the de- 
tection of free intra peritoneal fluid or a large hematoma that 
could consider a pancreas and associated vascular injuries, but 
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its capacity to show a specific damage to the pancreatic duct 
is limited[1 2]. 

In our case, the most helpful technique in the diagnosis of pan- 
creatic fracture was depended on CT imaging and MRCP results. 
Advances in CT technology have enabled excellent demonstra- 
tion of pancreatic parenchymal injuries. Helical multi-slice CT, 
which has both sensitivity and specificity as high as 80%, repre- 
sents the best noninvasive diagnostic method for the detection 
of pancreatic injury. However, particularly in the initial phase, 
CT may miss or underestimate the severity of the damage be- 
cause its accuracy in detecting major ductal injury is low. If the 
CT findings are suspicious or pancreatic injury possibility re- 
mains, MRCP may provide a clear demonstration of pancreatic 
duct disruption . In the past, ERCP was the only method avail- 
able for evaluating pancreatic duct integrity[13]. The difficulty 
in performing ERCP in the acute setting, along with the associ- 
ated risk of inducing iatrogenic pancreatitis in a traumatized 
patient, does not make this option favorable to most centers as 
an initial diagnostic tool. 

The advantages of MRCP include noninvasiveness and greater 
availability than ERCP (endoscopic retrograde pancreatogra- 
phy). The main pancreatic duct can be identified by MR pancrea- 
tography within the pancreatic head in up to 97% of cases and 
within the pancreatic tail in up to 83% [14]. In addition, MRCP 
allows evaluation of the liver parenchyma and may demonstrate 
associated fluid collections. Moreover MR pancreatography can 
be helpful in directing ERCP-guided therapy when ductal anom- 
alies are present, such as pancreas divisum which was present 
in our patient. 

We have also benefit from MRCP and ERPC techniques in late 
postoperative complications of distal pancreatography where 
we were able to replace stent drainage to prevent pancreatic 
fluid leakage. 

The degree of blunt pancreatic injury may be classified with 
the scheme developed by Moore et al.[15] as follows : grade 
A, pancreatitis or superficial laceration (50% pancreatic thick- 
ness); grade B1, deep laceration (50% pancreatic thickness) of 
the pancreatic tail ; grade B2, transection of the pancreatic tail; 
grade Cl, deep laceration of the pancreatic head; and grade 
C2, transection of the pancreatic head. Guided by these clas- 
sification guidelines, treatment may vary from simple drainage 
to performing Whipple’s procedure. The grade of pancreatic 
injury consists of an independent predictor of both pancreatic 
complications and mortality [16]. We have performed a distal 
pancreatectomy in our patient with a diagnosis of a grade C2 
injury. The incidence of distal pancreatectomy is reported to be 
46% among pancreatic injury related cases in a series reported 
by Cogbill et al.[17] 

Among cases treated surgically for pancreatic trauma, 20-40% 
will present complications [1]. In the short term, sepsis and 
multiple organ failure cause 30% of deaths after pancreatic 
trauma. After surgical treatment, secondary hemorrhage can 
originate from the pancreatic bed or the surrounding vessels 
as a result of retroperitoneal auto digestion. The formation of 
pancreatic fistulas is common. The incidence of abscess forma- 
tion postoperatively as seen in our patient ranges from 10 to 
25%. We have also encountered pancreatic fluid leakage even 
after re-laparotomy of the patient and fortunately were able to 


treat it with minimal invasive technique of ERCP guided stent 
placement before severe pancreatitis occurs. Mild pancreatitis 
may be anticipated in up to 18% of people who have undergone 
surgery for pancreatic trauma [17]. Endocrine and exocrine 
insufficiencies are very unusual after resection for pancreatic 
trauma. 
weeks or months after the original injury. 


In the long term, pseudocyst formation can present 


Conclusion 

Pancreatic injuries due to blunt trauma are uncommon but seri- 
ous injuries that require early diagnosis to minimize complica- 
tions and mortality. Therefore clinicians must be alert in multiple 
abdominal injuries and should always consider an associated 
pancreatic injury before or during laparotomy operations. . Any 
abdominal trauma patient suspicious of pancreatic injury due 
to USG or CT examination should promptly undergo MR cholan- 
giopancreatography and/or ERCP should be performed for early 
diagnosis and prompt surgical intervention. 


Figure 1. T2 weighted axial MR image shows full transection of the pancreas at 
the body with a fluid collection. 
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Ozet 

Primer kardiyak neoplaziler, metastatik tiimérlere oranla oldukca nadir gériltirler. 
Primer kardiyak tiimdérlerin %70-%80'i benign miksomalardir. Miksomalar; kist ve 
mikroabse olusumu, embolizasyon, senkop ve ani 6liim gibi komplikasyonlara yol 
acabilirler. Kardiyak miksomalar nadiren, primer nodiiler adrenal kortikal hastalik, 
meme fibroadenomu, testis tiimérleri, jigantizm ya da akromegali ile seyreden pi- 
tuiter adenomalar' ile birliktelik gosterebilirler. Bu duruma Carney sendromu adi 
verilir. Biz burada, Carney sendromu ile birliktelik gosteren ve sol atriyal miksoma 


tans! ile ikinci kez ameliyat edilen bir vaka takdim etmekteyiz. 
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Abstract 

Primary cardiac neoplasms are very rare as compared to metastatic tumors. 70% 
to 80% of them are benign myxomas. Complications of myxomas include cyst and 
microabscess formation, embolization, syncope and sudden death. Rarely, cardiac 
myxomas are associated with primary nodular adrenal cortical disease, mam- 
mary fibroadenomas, testicular tumors or pitiutary adenomas with gigantism or 
acromegaly known as Carney’s syndrome. We present a patient with a left atrial 


myxoma who underwent reoperation associated with Carney’s syndrome. 
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Carney’s Syndrome and Left Atrial Myxoma 


Introduction 

Myxomas are the most frequent benign intracardiac tumors lo- 
cated mostly at the left atrium (75%) [1]. Myxomas mostly orig- 
inate from the fossa ovalis. Other sites of origin are; the mitral 
annulus, mitral valve, aortic valve or the inferior vena cava [2]. 
It is known that myxomas can also cause embolisation, infec- 
tion, syncope and suddent death [3]. Recurrence rates reported 
for cardiac myxomas are 4% to 7% for sporadic cases and 10% 
to 21% for familial cases [4]. In this case report, we present a 
patient who was operated for recurrent familial myxoma (Car- 
ney Syndrome). 


Case Report 

53 year old male patient was admitted with complaints of dys- 
pnea and palpitations. He had a past medical history of hyper- 
lipidemia, smoking and operation due to left atrial myxoma 15 
years ago. His sister had been operated for myxoma aswell. 
There was a hyperpigmentation and nevus on the face and 
on the neck. On physical examination, there was a pansystolic 
murmur heard at the mesocardiac focus. The electrocardiog- 
raphy (ECG ) was normal. The echocadiography revealed a left 
regular margined atrial mass (myxoma?) of 3.5x 2 cm diameter 
originating from the interatrial septum. A diagnosis of recurrent 
familial myxoma was made. Blood sample results for T3, T4, 
TSH, cortisol levels were within the normal ranges. Coronary 
angiography was performed to evaluate the patency of coro- 
nary artery disease. The patient had a %40 stenosis of the first 
diagonal branch of the left anterior descending artery. He was 
then referred to our cardiovascular surgery clinic for excision of 
the left atrial myxoma. The decision for operation was made for 
the left atrial myxoma associated with Carney’s syndrome. The 
operation was performed under cardiopulmonary bypass, mild 
hypothermia using crsytalloid cardioplegia. A left atriotomy 
was done and the left atrial myxoma was visulalized (Figure 
1). It originated from the interatrial septum. The myxoma was 
totally excised and the material was sent to the pathology de- 
partment for microscopic investigation. The pathology report 
revaled a left atrial mass compatible with an atrial myxoma. 
The patient was discharged at the sixth postoperative day with- 
out any complication. 


Figure 1. Illustration of intraoperative view of the left atrial myxoma. 


Discussion 

Myxomas are the most frequent primary heart tumors. The inci- 
dence of myxomas following autopsy series was reported as % 
0.017 and % 0.028 (1). They are mostly located at the left atri- 
um (%75). Surgical resection is the only way to treat myxomas 
and patients should be referred to surgery as soon as possible. 
Myxomas can present at any age group but occur more often 
between the 3rd and the 6th decades of life [5] as is the case 
with our patient who was 53 years. Familial forms, which are 
more frequently diagnosed in younger individuals, constitute 
10% of all myxomas and have autosomal dominant transmis- 
sion [6]. Familial cardiac myxomas are characteristically seen in 
atypical locations and have a high recurrence rate. First-degree 
family members should be screened and followed carefully. Re- 
currence rates reported for cardiac myxomas are 4% to 7% for 
sporadic cases and 10% to 21% for familial cases [4]. Carney’s 
complex, as described by J.A. Carney, is characterized by the 
association of cutaneous pigmentation, fibromyxoid tumors of 
the skin, myxomas of the heart, endocrine overactivity, and au- 
tosomal dominant inheritance [5,7]. 

Our patient presented here had a hyperpigmentation and nevus 
on the face and on the neck. By the guidance of the physical 
examination findings and the familial history of the left atrial 
myxoma, the patient was diagnosed as Carney’s sydrome and 
was treated succesfully by surgery. 
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Ozet 

Akut Generalize Ekzantematéz Piistiiloz (AGEP), yaygin foliktiler olmayan steril 
pistilller ile karakterize nadir bir kutan6z dokiintiidiir. AGEP cocuklarda az rast- 
lanilan bir hastaliktir ve genellikle ilaglara bagli ortaya cikmaktadir. Antibiyotik- 
ler, sulfonamidler, ates diisurticii ve agri kesiciler bu ilag d6kiintiistiniin en sik ne- 
denleridir. Setrizin cocuklarda angioddem, atopik dermatit ve urtiker tedavisinde 
siklikla kullanilan ikinci kusak antihistaminiktir. Literattirde ise setrizin ile indiik- 
lenen AGEP olgusu yer almamaktadir. Bu olguda oniki yasinda kiz cocuk govdede 
yer alan irtikeryal plaklar ile basvurmus ve tedavi olarak kullanilan setrizin (giinde 
tek doz) ile foliktiler ol mayan piistiil formasyonu gelismistir. Tedavinin sonlandiril- 
masindan sonlandirilmasinin ardindan deskuamasyon ile pistiiller tamamen geri- 
lemis ve oral provakasyon testine yanitta pozitif olarak alinmistir. Bu olguda ¢o- 
cukluk yas grubunda antihistaminiklerin (setrizin) AGEP nedeni olabilecegini gés- 
termek amaciyla sunulmustur. 
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Abstract 

Acute Generalized Exanthematous Pustulosis (AGEP), is a rare cutaneous rash 
characterized by widespread sterile non-follicular pustules. AGEP is a rare disease 
in childhood and it is often due to drugs. Antibiotics, sulphanamides and antipyret- 
ic-analgesics are the main reasons of this drug reaction . Cetirizine is a second 
generation antihistamine is often used in the treatment of angioedema, atopic 
dermatitis and urticaria in children. Cetirizine induced AGEP was not reported 
in the literature. In this case a twelve year old child was admitted with urticarial 
plaques located on her trunk. She developed maculopapular lesions and pustular 
eruption with Cetirizine (once a day) treatment. Cetirizine was stopped and the 
nonfollicular pustules cleared with a desquamation. The result of the oral chal- 
lenge test was positive. We present this rare case to show that the antihistamines 
(cetirizine) may cause AGEP in childhood. 


Keywords 
AGEP; Cetirizine; Childhood Drug Reactions 


DOI: 10.4328/JCAM.1711 


Received: 07.03.2013 Accepted: 08.04.2013 Printed: 01.04.2016 


J Clin Anal Med 2016;7(suppl 2): 116-7 


Corresponding Author: Gtinseli Sefika Pancar, Medicalpark Hospital, Department of Dermatology, 60000 Tokat, Turkey. 


T.: +90 3562145400/3264 E-Mail.drgunselisefika@hotmail.com 


116 I Journal of Clinical and Analytical Medicine 


AGEP Induced Cetirizine in Childhood 


Introduction 

Acute generalized exanthematous pustulosis (AGEP) is a rare 
acute reaction that is drug induced in 90% of cases.[3] It is 
characterized by widespread, sterile pustular rash. The eruption 
is of sudden onset and appears 7-10 days after the medication 
is started. Pustules resolve spontaneously within a few days by 
cessation of the drug.[4] Cetirizine is a second generation anti- 
histamine which is used to treat urticaria, atopic dermatitis and 
angioedema in childhood.[2] This case is important to indicate 
the cetirizine as a causative factor of AGEP in children. 


Case Report 

A twelve year old girl was admitted with erythematous oede- 
matous plaques on the chest and extremities and complaining 
of pruritus. She had no drug history. The patient was taken to 
the hospital and treated with methylprednisolone (1 mg/kg/day) 
and cetirizine (daily) also she did not take any other medica- 
tion. Her urticarial lesions resolved on the fourth day of the 
treatment. Although the medication had not been changed, 
on the sixth day she presented with a pruritic, erythematous 
maculopapular eruption affecting the abdomen, neck and inter- 
triginous areas. One day later she developed pustular lesions 
and her temperature was 37 C°. Neutrophils were 12.500 cells/ 
zl (range 1.700-8.000 cells/ezl). Histopathologic examina- 
tion showed subcorneal pustules with inflammatory infiltrate 
consisting of neutrophils in epidermis and superficial dermis. 
(Figure 1-2) Methylprednisolone was continued and cetirizine 
was stopped. After withdrawal of cetirizine and introduction of 
desloratadine, the disseminated nonfollicular pustules cleared 
within three days following a desquamation. Oral challenge was 
done with cetirizine and the pustuler eruption occurred again 
with the same distribution. The patient was asked about previ- 
ous adverse reaction to other drugs and no personal or family 
history of drug reactions and no history of psoriasis was evi- 
dent. 


Discussion 

AGEP is a disease characterized by the rapid onset of many 
sterile, nonfollicular pustules, often erythema, develops very 
acutely and erythema soon dozens to hundreds of small nonfol- 
licular sterile pustules predominantly located on face, trunk and 
lower limbs.[1] 

Skin symptoms are almost accompanied by fewer above 37 C°. 
Leucocytosis is mostly due to blood neutrophil counts above 
7x109 /I. After the withdrawal of the drug, pustules resolve 
spontaneously within a few (4-10 days) days and are in typi- 
cal cases followed by a characteristic post-pustular pin-point 
desquamation.[1,3,4] 

It seems that more than 90 % of cases with AGEP are drug 
induced. A wide range of drugs has been suspected of causing 
these reactions and antibacterials are being the most frequent 
triggers.[1] The disease is usually caused by penicillins or mac- 
rolides. In a minority of cases viral infections have been sus- 
pected to trigger AGEP[5] Typical histopathology shows spon- 
gioform subcorneal and/or intraepidermal pustules, and often 
marked perivascular infiltrates with neutropils.[3] Also AGEP is 
a disease that is rarely seen in childhood.[3] In this case the 
onset of the disease about five day after the administration 
of the cetirizine, neutrophylia, typical histopathologic examina- 
tion and rapidly response to cessation of the drug lead us to 


the diagnosis of AGEP. The main differential diagnosis clinically 
and histologically is pustular psoriasis. In a number of reports 
patients had a history of psoriasis, however many studies agree 
with that AGEP is not associated with psoriasis.[4] 
Antihistamines are the rare causes of the drug reactions and 
cetirizine induced AGEP was not reported in the literature. This 
rare case report is so important that clinicians should keep the 
possibility of this cutaneous drug reaction in mind while choos- 
ing antihistamines for children. 


Figure 1. Subcorneal pustule formation in biopsy 


Figure 2. Perivascular neutrophylic infiltration 
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Ozet 

Kemoterapi ile indiiklenen bill6z tip akral eritem, metotreksat ile ve daha siklikla 
sitozin arabinozid ile bildirilmistir. Ancak metotreksat ile iliskili perilezyonel biill6z 
eritem daha once bildirilmemistir. Burada, biyopsi ile kanitlanmis jeneralize plak 
tip psoriazisi olan 64 yasinda bir erkek hastada 15 mg/hafta dozda metotreksat 
tedavisi sonrasi biill6z perilezyonel eritem gelisimi sunuldu. Hastada tedavinin ilk 
3 giinti icerisinde psoriaziform plaklari cevreleyen simetrik, iyi sinirli, agrili, eritem- 
li perilezyonel bulléz lezyonlar gelisti. Lezyonlar giiclii topikal kortikosteroidlere ve 
islak pansumanlara yanitsiz idi. Uc hafta sonra topikal kortikosteroidler kesildi ve 
metotreksat dozu 10 mg/haftaya azaltildi. Bulléz perilezyonel eritemin devami ne- 
deniyle, anti-inflamatuar yanit icin kina ekstresi “Lawsonia inermis” iceren bir to- 
pikal bitkisel tedavi baslandi. Lezyonlar giderek iyilesti ve iki hafta icerisinde rezi- 
duel hiperpigmentasyon ile tama yakin geriledi. Metotreksat ile tedavi olan pso- 
riatik olgularda, nadir olarak perilezyonel billéz eritemin goriilebilecegi ve metot- 


reksat tedavisinin kesilmesinin gerek olmadigini dustinmekteyiz. 
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Biill6z Lezyon; Eritem; Lawsonia Bitkisi; Metotreksat; Psoriazis 


Abstract 

The bullous variant of chemotherapy-induced acral erythema has been reported 
with methotrexate and more frequently cytosine arabinoside. However, perile- 
sional bullous erythema in association with methotrexate hasn't been reported 
before. Herein, we presented a 64-year-old male patient, a biopsy proven case of 
generalized plaque psoriasis, who developed a bullous perilesional erythema after 
a single oral dose of 15 mg/week methotrexate. The patient developed symmetri- 
cal, well-demarcated, painful, erythematous perilesional bullous lesions surround- 
ing these psoriasiform plaques within 3 days of receiving the medication. The 
lesions were unresponsive to the potent topical corticosteroids and wet dressings. 
After 3 weeks the topical corticosteroids were discontinued and methotrexate 
dose was reduced to 10 mg/week. As a result of the permanency of the bullous 
perilesional erythema, a topical herbal therapy including a henna extract “Lawso- 
nia inermis” was started for an anti-inflammatory response. The lesions gradually 
improved and resolved almost completely with residual hyperpigmentation within 
two weeks. We believe that, perilesional bullous erythema may be seen rarely in 
psoriatic patients treated with methotrexate and there is no need for discontinu- 
ation of methotrexate therapy. 
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Perilesional Bullous Erythema 


Introduction 

Chemotherapy-induced acral erythema (CIAE) is characterized 
with a painful erythema of the palms and soles which occurs 
following chemotherapy due to cytarabine, paclitaxel, mercap- 
topurine, doxorubicin and fluorouracil [1]. The bullous variant 
had been reported in relation to methotrexate (MTX) and more 
frequently cytosine arabinoside treatment [1-3]. The reaction 
usually begins with palmoplantar dysesthesia, causing sym- 
metrical erythema with well-demarcated borders and blistering 
and eventual desquamation that remains limited to the palms 
and soles [1,4]. To the best of our knowledge, up to now almost 
fifteen case reports of bullous acral erythema (AE) due to MTX 
have been published, but this is the first case of MTX induced 
perilesional bullous erythema [2,3,5-7]. 


Case Report 

A 64-year-old man with a biopsy proven case of plaque type 
psoriasis for 15 years was unresponsive to topical treatments 
of corticosteroids, calcipotriol and PUVA. Therefore oral metho- 
trexate 15 mg/week, with 5 mg of folinic acid per day was pre- 
scribed after the routine blood examinations. His other medical 
and drug history were unremarkable. On the dermatological 
examination; several demarcated, erythematous psoriasiform 
squamous plaques were present on both shins and elbows. No 
other chemotherapeutic or immunosuppressive agents were 
additionally administered. The patient developed symmetrical, 
well-demarcated, painful, erythematous perilesional bullous le- 
sions surrounding these psoriasiform plaques within 3 days of 
receiving the medication (Figure 1). His palms and soles were 


Figure 1. Well-demarcated, painful, erythematous perilesional bullous lesions sur- 
rounding these psoriasiform plaques within 3 days of receiving the medication. 


spared and no mucosal lesions were noted. His blood count, 
liver and kidney function tests and urine analysis were all nor- 
mal. No systemic side effects were observed. 

The histopathological examination of the punch biopsy mate- 
rial taken from the bullous lesion showed acantholysis, subepi- 
dermal bullae with keratinocyte necrosis, apoptosis, vacuolar 
changes along the basal cell layer and lymphocytic inflamma- 
tory infiltration in the upper dermis. Direct immunofluorescent 
staining was negative for C3 and Ig G. Serum C3 and Ig G an- 
tibodies detected by indirect immunofluorescent study were 
also negative. He was diagnosed with MTX induced perilesional 
bullous erythema. Written informed consent was obtained from 
the patient for publication of this brief case report and accom- 
panying images. 


The patient was first treated with potent topical corticosteroids 
and wet dressings without any response for 3 weeks intermit- 
tently. After one month the topical corticosteroids were discon- 
tinued and methotrexate dose was reduced to 10 mg/week and 
a topical henna extract (Kapederm® cream) 6 times a day was 
started for an anti-inflammatory response. The lesions gradu- 
ally improved and resolved almost completely with residual hy- 
perpigmentation within two weeks (Figure 2). No cessation of 


Figure 2. The lesions gradually improved and almost resolved completely within 
two weeks with topical herbal therapy including a henna extract “Lawsonia iner- 
mis”. 

the treatment was required. His pain completely resolved and 
no recurrence was noted in 10 months follow up. 


Discussion 

On the contrary that CIAE is also called as a “palmoplantar 
erythrodysesthesia syndrome” or “chemotherapy-induced syrin- 
gosquamous metaplasia” caused by the toxicity of the chemo- 
therapeutic agents concentrated in the eccrine sweat glands, 
the sparing of the palmoplantar areas was very unusual in this 
case [4]. This reminds us another possible etiopathogenic mech- 
anism like the presence of an associated local inflammatory 
receptor in the psoriatic plaque lesions that links the systemic 
toxic agent causing a bullous reaction. But on this occasion, we 
should have expected more severe cases of chemotherapy in- 
duced bullous erythema after the intralesional injection of MTX 
in plaque type psoriasis. We believe that the present new entity 
may be re-named as not CIAE but “chemotherapy induced per- 
ilesional bullous erythema in an erythema multiforme like pat- 
tern”. However, furthermore similar cases are also needed to 
be investigated. In this case we also excluded the diagnosis of 
autoimmune bullous diseases, as a result of the lack of the his- 
topathological findings and negativity of the direct and indirect 
immunofluorescent tests. 

In the prior reported cases of MTX induced bullous AE including 
this case the lesions appeared rapidly within the first 24-72 
hours [2]. It is usually dose dependent and mostly appears with 
bolus high-dose infusions or long-term low-dose infusions [4]. 
As we know, CIAE due to oral, low dose (15 mg/week) and short- 
term MTX treatment was very unusual. 

The patients with CIAE usually recover without complications 
[1,4]. Response to dose reduction is expected but not to folinic 
acid. Interestingly, our patient was almost completely amelio- 
rated with topical use of henna in two weeks without cessation 
of the MTX therapy. “Henna” is a dye extracted from the dried 
leaves and skin of branches of a bush-like plant from lythracea 
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family called “Lawsonia inermis” which is used in eastern cul- 
tures and in rural areas of Turkey. So far anti-microbial, anti- 
inflammatory, anti-oxidant and immunomodulatory effects of 
henna have been reported in rats [8]. 

In a previous case series including 10 patients with hand and 
foot syndrome (HFS) due to capacitabine chemotherapy re- 
markable and rapid clinical improvements were also reported 
after using topical henna like in our case [9]. Of those patients 
with Grade 3 HFS, in four; complete response, in two; regression 
to grade 1 level were reported. The complaints of the other four 
patients with grade 2 HFS were also fully recovered after the 
first week of outpatient visit [9]. In an animal model, it was also 
demonstrated that “Lawsonia inermis” extracts are capable of 
promoting wound healing activity [10]. Enhanced wound con- 
traction, tensile strength, increased hydroxyproline content in 
histological observations suggest that “Lawsonia inermis” has 
potential in the management of wound healing and these in- 
vite further studies. The sudden dramatic improvement of this 
patient with topical henna suggests us that it might act as an 
anti-inflammatory agent. 

In conclusion, the clinical improvement in this case might be a 
spontaneous resolution seen in CIAE reactions, or it might be 
due to elimination of another unknown causative agent. The 
reduction of the MTX dose from 15 to 10 mg/week might also 
play a role in improvement of the lesions in this case. We also 
approved to emphasize that the improvement of the lesions 
suggests that topical henna might act as an anti-inflammatory 
agent. 

We believe that, perilesional bullous erythema may be seen 
rarely in psoriatic patients treated with MTX and there is no 
need for discontinuation of MTX therapy. 
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Ozet 

Akut karin agrisi cocuklarda bircok tani ve yonetim sorunlar! olusturmaktadir. Tam 
bir sonografik Klink tani icin klinisyen tarafindan ayrintili Klinik muayene ve uy- 
gun rehberlere ihtiya¢ vardir. Biz akut karin agrisina neden olan tanisi yanlis ko- 
nulmus karin duvari apseli, Klinik muayene ve uygun rehber kullanilmamis bir ¢o- 


cuk olguyu sunduk. 
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Abstract 

Acute abdominal pain pose many diagnostic and management problems in chil- 
dren. There is need for a thorough clinical examination and proper guidance by 
clinician to the sonologist for the diagnosis. We report a child with acute abdomi- 
nal pain due to abdominal wall abscess misdiagnosed because of lack of clinical 


acumen and improper use of ultrasonography. 
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Introduction 

Abdominal pain is a common problem in children and pose a 
diagnostic dilemma(1). Ultrasonography has become a key di- 
agnostic tool in acute pediatric abdominal pain(2). Eventhough 
many investigations have been introduced, clinical decision- 
making is very important. We report a 9 year old child with 
acute abdominal pain due to abdominal wall abscess misdiag- 
nosed because of lack of clinical accumen and improper use of 
ultrasonography without clinicians guidance. 


Case Report 

9 year old female presented with abdominal pain since 5 days, 
fever and non bilious vomiting since 1 day. Abdominal pain was 
epigastric, intermittent, non radiating and not related to food. 
There was no bowel or bladder disturbances. Before presenting 
to us she was seen by surgeon/pediatric surgeon and diagnosed 
as acute gastritis/cholecystitis and two sonologists opined 
as normal abdominal sonography. On examination she was 
febrile(1010F), had no jaundice and was hydrated well. Abdomi- 
nal examination revealed firm, tender, discrete swelling (1*1. 
5cm)in the epigastrium just below the xyphisternum extend- 
ing towards the right hypochondrium. Coughing/ movement of 
right chest wall aggravated the pain. Leg raising test(making 
the abdominal muscles tense) demonstrated that the swelling 
is not intraabdominal and Carnett’s test was positive(increased 
tenderness). Other systemic examination was unremarkable. 
Investigations:-Hb11. 3g/dL, TLC 17400/mm3 (Neutrophils 
83%, Lymphocytes17%), platelets 4. O8lakhs/mm3, sugar 
110mg/dL, HIV negative, Mantoux test negative and normal 
chest X-ray. Ultrasound done within 24 hours by two different 
sonologists was opined as normalabdominal sonography. Again 
within 12 hours resident accompanied the child for sonography 
from a third sonologist. This time sonologist detected heter- 
ogenous lesion(abscess) measuring 3. 4*2cm noted with few 
hypoechoic areas just anterior to right rectus muscle in the 
epigastric region[Fig. 1]. Probably the sonologist would have 
missed the finding but for the pediatric resident who inform 
the sonologist of his clinical impression, guided regarding the 
correct placement of the probe and sonologist also agreed to 
that. Child was started on Inj Co-amoxiclav and ceftriaxone. In- 


Fig 1. Abscess measuring 3. 4*2cm noted with few hypoechoic areas just anterior 
to right rectus muscle in the epigastric region. 


cission and drainage of pus was done and she was discharged 
after 5 days. 


Discussion 

Acute abdominal pain is a common problem in children and it 
may herald a surgical or medical emergency(1). The most dif- 
ficult challenge is making a timely diagnosis so that treatment 
can be initiated and morbidity prevented. The abdominal wall 
as a source of pain has received little attention and overlooking 
can result in a expensive and dangerous error in evaluation(3). 
Abdominal pain clinically falls into three types: intraabdominal 
pain(visceral), abdominal wall pain(parietal) and referred pain. 
Visceral pain usually is dull, poorly localized, and felt in the mid- 
line. Parietal pain usually is sharp, intense, discrete, localized 
and coughing or movement can aggravate it(1). In fact our child 
had classical findings of parietal pain. , but because it was epi- 
gastic it lead to the erroneous diagnosis. Primary infection of 
the abdominal wall is rare and can have symptoms mimicking 
those of an acute abdomen(4). Abdominal wall lesions frequent- 
ly present as palpable masses and often mimic intra-abdominal 
conditions(5). Physical findings in the abdominal wall patholo- 
gies have low specificity and often a clinically suspected intra- 
abdominal lump proves to be in the abdominal wall(5). Clini- 
cal examination plays a key role in determining which children 
should undergo immediate surgical consultation for appendi- 
cectomy and who should undergo further diagnostic evaluation, 
including diagnostic imaging(6). However, the importance of 
clinical examination have become submerged beneath lot of in- 
vestigations now a days. Carnett’s test is a useful clinical test 
for differentiating abdominal wall pain from intra-abdominal 
pain(3). If tenderness is unchanged or increased when abdomi- 
nal muscles are tensed [by straight-leg-raising or head rais- 
ing maneuver in the supine position while the examiner’s hand 
touches the painful site] (positive Carnett’s sign), the abdominal 
wall is the likely origin of pain. In contrast true visceral sources 
of pain are associated with less tenderness. Carnett’s test has a 
sensitivity of 81% and a specificity of 88%. This suggests that 
clinical methods are sufficient to diagnose abdominal wall pain 
in most cases and carnett’s test saves numerous unnecessary 
and often unpleasant investigations(7). Out of 120 acute ab- 
dominal pain cases, 23 of 24 patients with a positive Carnett’s 
sign had a normal laparotomy(8). In our case also diagnosis 
was missed because of not eliciting the carnett sign and the 
presence of a tiny mass near xyphisterum. Usually when a child 
presents with fever, vomiting and pain abdomen clinician think 
mainly acute appendicitis & cholecystitis and tries to look for 
tenderness in the umbilicus /right iliac fossa/right hypochon- 
drium not near xyphisternum. In our case fever is mainly due 
to abdominal wall abscess and probably because of epigastric 
tendeness, acute gastritis & cholecystitis diagnosis was made 
initially. Ultrasound is usually the initial diagnostic imaging 
modality in cases of palpable abdominal masses to determine 
their nature, and their localization, either intra-abdominally or 
in the abdominal wal(9). Computed tomography or MRI may be 
used for additional characterization(9). Ultrasound can estab- 
lish its presence, primary origin, size, extent and effect on the 
surrounding structures. Ultrasound is simple, quick, painless, 
noninvasive, without ionising radiation and side effects(10). 
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The outcome of ultrasound findings has a significant bearing 
on the management of the patient and choice of subsequent 
radiological investigations, if needed(10). With the introduc- 
tion of high-frequency, high-resolution probes. , recognition of 
different layers of the abdominal wall is now possible on USG 
examinations(5). However, since the abdominal wall is a super- 
ficial structure, a mass within it can be easily overlooked if a 
water-path is not used to increase the distance between the 
transducer surface and the skin(10). Ultrasound examinations 
were done to evaluate clinically palpable abdominal masses in 
125 Children and in 15 patients, the clinically palpable masses 
were actually anterior abdominal wall abscesses or hernias(10). 
However, since ultrasonography is operator dependent, the ex- 
pertise of the sonologist would also be contributory to the out- 
come(10). Before subjecting the case for sonography clinician 
should guide the sonologist about the differential diagnosis so 
that sonologist can select the appropriate probe/transducer/ 
machine. Unless specified about the abdominal wall pathology 
sonologist may not use high frequeny sonography and miss the 
abdominal wall lesion, same situation occured in our case also. 
First two sonologists missed the diagnosis by not using high 
frequeny machines and appropriate transducers. Third sonolo- 
gist could diagnose, as the resident who accompanied the child 
could throw the light on the clinical findings and even the third 
sonologist accepted this fact. To conclude acute abdomen can 
be managed ethically in a fruitful way by good clinical examina- 
tion, guiding the sonologist about the differential diagnosis and 
what to look for in a given patient thereby avoiding unneces- 
sary, dangerous invasive investigations and laparotomies. 
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Ozet 

Prostatin inflamatuar myofibroblastik tiimérleri (IMT), sarkomlar ve igsi hiicre- 
li karsinomlari klinik ve histopatolojik olarak taklit edebilen nadir lezyonlardir. Bu- 
rada sunulan olgu, normal prostat spesifik antijen diizeyleri ve kronik yakinmala- 
rl olan, tibbi tedaviye yanitsiz infravezikal tikanma bulgulari nedeni ile suprapubik 
prostatektomi uygulanan 63 yasinda bir hastadir. Eksizyon materyalinin histopa- 
tolojik incelenmesi fokal nukleer pleomorfizm, hiperkromazi gdsteren, monontkle- 
er iltihabi infiltrasyon ve miksoid deisiklikler iceren, dizgiin sinirl, isi hicreli bir 
lezyonu ortaya koydu. Mitoz nadirdi. iImmunhistokimyasal calismada diiz kas aktini 
ve vimentin pozitif, anaplastik lenfoma kinaz -1 fokal pozitif, S-100 ve pansitoke- 
ratin negatifti. Lezyon inflamatuar myofibroblastik tumor olarak tani aldi. IMT’nin 
prostatin malign igsi hiicreli lezyonlarindan ayrimi gereksiz ileri tedavi islemleri- 
nin nine gecilmesi icin sarttir. 
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Abstract 

Inflammatory myofibroblastic tumors (IMT) of the prostate are very rare lesions 
that may mimic sarcomas and spindle carcinomas both clinically and histopatho- 
logically. The case presented here is a 63-year-old patient, with normal prostate 
specific antigen levels and a chronic history of complaints, who underwent to 
suprapubic prostatectomy due to the infravesical obstruction symptoms that are 
resistant to medical therapy. Histopathological examination of the excision ma- 
terial revealed a well demarcated spindle cell lesion with focal nuclear polymor- 
phism, hyperchromasia, mononuclear inflammatory infiltration and myxoid areas. 
Mitosis was rare. Immunohistochemically smooth muscle actin and vimentin were 
positive, anaplastic lymphoma kinase-1 was focal positive, S-100 and pancyto- 
keratin were negative. The lesion was diagnosed as an inflammatory pseudotu- 
mor. Differential diagnosis of the IMT from malignant spindle cell tumors of the 
prostate is crucial to prevent overtreatment. 
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Introduction 

Stromal lesions of the prostate are rare and consisted of a 
number of benign and malignant lesions that closely resemble 
each other [1,2]. The differential diagnosis, which is crucial for 
appropriate treatment, may be challenging. Inflammatory myo- 
fibroblastic tumor of the prostate (IMT; synonym: pseudosarco- 
matous spectrum fibromyxoid tumor of the prostate, inflamma- 
tory pseudotumor of the prostate) is one of these rare lesions 
and stands in the benign side of the stromal lesions. 


Case Report 

A 63-year-old male patient has admitted to the department of 
urology with difficulty in starting urine flow and pollakiuria for 
2 years. Despite the 6 months of 5 alpha reductase (Finasterid 
5mg) and alpha blocker (Tamsulosin HCL 0.4mg) medication, 
the symptoms persisted. Prostate specific antigen (PSA) was 
1.22 ng/ml, and prostate volume was measured as 186cc in 
ultrasound. In uretherocystoscopia prostatic urethra was longer 
than normal (7cm) and prostate median lobe and lateral lobes 
were narrowing the urethra. Qmax, volume and residue in uro- 
flow, performed without Foley catheter, were 12ml/sec, 75cc 
and 197 cc respectively. Bladder capacity, compliance, and sen- 
sitivity were normal in filling cystometry. There was no detru- 
sor hyperactivity. Pressure flow study showed high pressure-low 
flow. Digital rectal examination finding was compatible with a 
1.5(+) adenoma. 

The patient had no history of a previous operation or instru- 
mentation. 

Since the patient was not an appropriate candidate for trans- 
urethral resection, suprapubic prostatectomy was performed 
with a clinical presumptive diagnosis of benign prostatic hy- 
perplasia. 

Macroscopically the resection material was composed of two 
separate tissues (originally a single mass resected in two por- 
tions by the surgeon because of its size) with smooth surface, 
gray-white in color. One of the pieces was 9x4x4cm and the 
other was 7x5x4cm, total weight: 141 gr. The cut surfaces were 
solid, gray-white in color and had a fibrillary appearance. Ex- 
tensive sampling was done. 

Microscopically the well demarcated lesion that was composed 
of spindle cells forming long, transecting bundles, was pushing, 
but not infiltrating the normal prostate tissue. Focal nuclear hy- 
perchromasia and pleomorphism were observed. Mitosis was 
rare. There was no necrosis or atypical mitotic figures. There 
were foci of mononuclear inflammatory response, including 
plasma cells, and myxoid degeneration (Figure 1). Vimentin, 
smooth muscle actin were positive, anaplastic lymphoma ki- 
nase -1 (ALK-1) was focal positive, S-100 and pancytokeratin 
were negative in immunohistochemical study. ALK positivity 
was confirmed with fleurocein in-situ hybridization (FISH) with 
DAKO split signal FISH probe (Figure 2). 

The case was diagnosed as inflammatory myofibroblastic tu- 
mor. The patient is under follow up, for 5 years and no recur- 
rence occurred. 


Discussion 
Inflammatory myofibroblastic tumors are rare lesions that can 
be seen in a variety of organs (e.g. lungs, heart, liver, vagina, 


Figure 1. Photomicrograph reveals transecting spindle cell bundles intermixed 
with mononuclear inflammatory infiltrate (HE x100) 


Figure 2. Signal splitting in FISH. Note one green and one red signal splitted 
from each other by a distance more than two signal diameters (arrows) (ALK 
FISH x1000) 


kidneys) [2, 3]. The ethiopathogenesis is uncertain. The term 
“inflammatory pseudotumor’ was first used by Umiker and Iven- 
son in 1954 for desricribing 4 cases in lung [2]. Compared with 
the respiratory system the term “inflammatory pseudotumor” 
is relatively new in genitourinary tract. First “reactive pseudo- 
sarcomatous response” in genitourinary tract was described in 
bladder in 1980 [4], and the first IMT in prostate was described 
4 years later by Hafiz et al [5]. 

IMTs are spindle cell lesions that are believed to be originate 
from the myofibroblastic cells [6]. They may mimic malignant 
lesions both clinically and microscopically. In clinic, IMTs may 
show rapid grow and high PSA levels. Microscopically they may 
be confused with sarcomas and spindled carcinomas, which will 
lead to cystoprostatectomy and pelvic lymph node dissection. 
In our case the PSA levels were not suggestive of malignancy 
and the clinical symptoms of the patient were existing nearly 
for two years, without a rapid increase. The size of our lesion 
is larger than the previously reported IMTs of prostate [1, 7]. 
This slow pace of growth may explain the relatively larger size 
of the lesion. If the lesion showed rapid growth and caused 
more dramatic symptoms, the patient would have admitted to 
the hospital earlier and probably the lesion would be excised in 
an earlier phase. In microscopic examination there was focal 
nuclear pleomorphism and hyperchromasia. Mitosis was rare 
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and necrosis was absent. In sarcomas and spindled carcinomas, 
nuclear pleomorphism and hyperchromasia are more prominent 
with a high mitotic rate and invasive pattern. Foci of necrosis 
may also be present. 

Postoperative spindle cell nodule (PSCN), and IMT were thought 
to be different entities, but now they are believed to be reflect- 
ing the same lesion with some minor differences, particularly 
in patient history. PSCN develops after an instrumentation or 
operation, and tends to be smaller than IMT [1, 6]. Our patient 
had no history of a previous operation or instrumentation. 
Embryonal, fibroblastic, and smooth muscle nodules are the 
stromal nodules of benign prostatic hyperplasia (BPH) [1]. They 
are all well demarcated nodules and may contain pleomorphic 
spindle cells and hyperchromatic pleomorphic nuclei [8], like 
IMT. All BPH nodules are positive for S-100 [1]. In our case 
S-100 was negative. Although one may speculate that it may 
be possible that some IMT nodules were being reported as BPH 
nodules in the past, and the real incidence of IMT may be higher 
than the current data, after nearly 30 years of its first descrip- 
tion, there is still a small number of case of reports in the litera- 
ture regarding prostatic IMTs. 

Immunohistochemical ALK-1 positivity may be seen in genito- 
urinary tract, most commonly in bladder, IMTs. In a study by 
Montgomery et al, FISH ALK results and immunohistochemical 
ALK results were showed to be compatible [7]. The ALK positiv- 
ity suggests that IMTs of genitourinary tract are true neoplastic 
processes rather than reactive ones. ALK positivity may not be 
a predictor of recurrence [7]. 

IMTs of prostate are rare lesions and their distinction from sar- 
comas and spindle cell carcinomas is crucial to prevent an over- 
treatment. Most IMTs of prostate are treated with transurethral 
resection, an interventional therapy that aims to resolve the 
symptoms rather than a total resection of the mass. Since IMTs 
are true neoplastic processes, close follow up of the patients 
with IMT diagnosis may be important. 
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Ozet 

Siklikla neonatal dénemde Gliimle sonuclanan ve keratinizasyon bozukluklarinin 
en ciddi formu olarak kabul edilen Harlequin iktiyozisi (Hi), cildin keratin tabaka- 
sinda derin yariklar, vicudu zirh gibi kaplayan yogun bir kabuk ve gozti, kulagi ve 
agizi etkileyen kontraksiyon anormallikleriyle karakterizedir. Bu olgu sunumunda, 
akraba olan bir Turk ciftte tekrarlayan fetal Hi ve prenatal ultrasonografik tani- 


si sunulmaktadir. 
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Abstract 

Harlequin ichthyosis (HI) - the most severe form of keratinizing disorders, often 
lethal in the neonatal period - is characterized by a profound thickening of the 
keratin skin layer, a dense armor-like scale that covers the body, and contraction 
abnormalities of the eyes, ears, and mouth. Here, we report a recurrent case of fe- 


tal HI and its prenatal ultrasonographic diagnosis in a Turkish consanguine couple. 
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Introduction 

Harlequin ichthyosis (HI) is a severe disorder of keratinization 
caused by mutations in the ABCA12 gene with autosomal reces- 
sive inheritance [1]. The mutations lead to defective lipid trans- 
portation which negatively affects the correct development and 
function of the skin [2]. The characteristic clinical features of HI 
include thick, plate - like scales over the entire body with ectro- 
pion, eclabium and flattened ears [3]. The overall survival rate 
of this severe disorder is 56% [4]. Retinoids (etratinate, acitre- 
tin) are the major drugs that are generally preferred in postna- 
tal management of HI [5]. Today, with the advents in technol- 
ogy, the prenatal diagnosis of this entity is possible. Here, we 
report the prenatal ultrasonographic features and diagnosis of 
a case with HI. 


Case Report 

A 23-year-old gravida 2 para 1 woman, at the 26th week of 
gestation, was referred to our perinatology unit for second 
opinion ultrasound (US). The couple was third degree consan- 
guine and their first baby died on the fifth day of life, with the 
diagnosis of HI. Her personal and family history was otherwise 
unremarkable. In the present pregnancy, she did not report any 
medication use, had no history of fever (with or without rash), 
ionizing radiation exposure during the first trimester. First tri- 
mester screening for aneuploidy revealed a risk of 1:1818 for 
Down syndrome. Her routine pregnancy follow-up was event- 
less but she did not have a second trimester ultrasonographic 
examination for abnormality screening. 

On 2-dimensional (2D), 3-dimensional (3D) and 4-dimensional 
(4D) US; polyhydramnios, intrauterine fetal growth retardation 
(EFW below the 10th percentile), facial dysmorphism with dis- 
torsion of the lips (eclabion), ectropion - conjunctival protrusion 
associated with severe chemosis, skin fissures, short digits, flat 
nose, severe edema on the dorsal surfaces of hands and feet 
were detected. These findings were considered as sonographic 
features of HI. (Figure 1-5). After proper counselling about the 
postnatal course of the disease and the risks of amniocentesis, 
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Figure 1. US view of ectropion and eclabion. 
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Figure 4. US view of edematous hand. 
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Figure 5. US view of flat nose. 
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Figure 6. Postnatal features of HI. Note eclabion, ectropion, skin fissures and se- 
vere edema of hands. 


Figure 7. Poorly malformed ear (A). Edema of feet (B). 


the parents denied to have any invasive procedures. 

A male infant with HI (birth weight, 2130 gr) was delivered by 
cesarean section for breech presentation and preterm labor fol- 
lowing premature rupture of the fetal membranes at 32 weeks 
of gestation. The infant manifested malformations, which were 
detected on antenatal US and additionally had poorly developed 
ears (Figure 6, Figure 7). He was hospitalized at the intensive 
care unit for 20 days and recieved regular application of emol- 
lients. The baby is now alive and 12 months old, receiving phys- 
iotherapy for extremities, routine pediatric and dermatologic 
follow-up and preventive care for infections and dehydration. 


Discussion 
HI is an overwhelming disorder and the phenotypical appear- 
ance of the neonate is devastating for both parents and health 


care providers. Therefore, early prenatal diagnosis of this dis- 
order is particularly important. 

Although it was previously reported that the inheritance of HI 
is autosomal recessive, in a large number of cases, the inheri- 
tance pattern cannot be ascertained, and the disorder could be 
due to a new dominant mutation [6]. Unfortunately, as in our 
case, autosomal recessively inherited disorders are relatively 
common probably secondary to high percentage of related mar- 
riages in Turkey. 

To date, various ABCA12 mutations have been reported in HI 
patients [7]. Although some attemps were made to use DNA- 
based analysis for earlier (i.e., first trimester) prenatal testing 
[6], US and fetoscopic- or ultrasound-guided fetal skin biopsies 
are generally preferred for prenatal diagnosis. With the widely 
usage of 3D and 4D ultrasound, the characteristic suggestive 
features of HI as eclabion, ectropion, rudimentary ears, flexion 
contractures at the knees, and dense floating particles in the 
amniotic fluid, are reported to be detected with higher frequen- 
cy [8-11]. Moreover, some promising therapeutic interventions 
based on targeted molecular therapy and gene therapy strate- 
gies are also defined [12]. 

In conclusion, prenatal diagnosis was relatively straightforward 
in our case due to recurrence, enabling targeted US. The US 
markers for HI should be kept in mind, particularly for early and 
accurate antenatal diagnosis of this condition. 
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Ozet 

Otuz iki yasinda erkek hasta, on gtin 6nce artroskopik diz cerrahisi igin spinal anes- 
tezi aldiktan sonra baslayan, sol gézde diplopi (cift gorme) sikayeti ile poliklini- 
gimize basvurdu. Hastanin konservatif takip sonrasi ikinci haftada sikayetlerinin 
azaldigi, birinci ay sonunda tamamen gectigi gézlendi. Bu olgu sunumunda; spi- 
nal anestezi altinda yapilan artroskopik diz cerrahisi sonrasi, ortopedik cerrahla- 
rin sik olarak karsilasmadiklari diplopi sikayetiyle poliklinigimize basvuran olguyu 
tartismay! amacladik. 
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Abstract 

The patient was a 32-year-old male who had undergone arthroscopic surgery 
under spinal anesthesia ten days prior to being admitted to hospital with a com- 
plaint of diplopia (double vision). The patient was examined and it was deter- 
mined that the diplopia was due to sixth cranial nerve palsy. After conservative 
treatment, his complaints decreased after two weeks and completely resolved 
in one month. We present the case of diplopia due to spinal anesthesia after 
arthroscopic surgery, which is not a typical case seen by orthopaedic surgeons. 
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Introduction 

The most common complication after spinal anesthesia is 
headache and, more rarely, hearing loss, diplopia, tinnitus or 
complications, such as loss of consciousness, have been re- 
ported [1]. As a result of intracranial hypotension due to loss of 
cerebrospinal fluid (CSF), all intracranial nerves can be affected, 
except for intracranial nerves one, nine and ten. Due to the posi- 
tioning of the nerves, the sixth intracranial nerve (N. abducens) 
is affected in 95% of the cases [2]. Diplopia occurs as a result of 
extraocular muscle paralysis with or without headache. It may 
be single-sided or double-sided. 

In this case report, we have presented the case of diplopia seen 
10 days after arthroscopic knee surgery in which the patient 
was administered spinal anesthesia. 


Case Report 

A 32-year-old male patient was admitted to hospital with 
complaints of diplopia (double vision). He had undergone ar- 
throscopic left knee surgery under spinal anesthesia ten days 
prior to the admission for diplopia and he was discharged from 
the hospital the following day. Upon discharge, the patient was 
given information about how to prevent post-dural-puncture 
headache and he was warned to take fluids and get bed rest; 
however, despite these warnings, the patient stated that he did 
follow that advice or take the suggested measures. Two days 
after he was administered the spinal anesthesia, he experienced 
a headache that began in the back of his neck and changed po- 
sition. Four days after undergoing spinal anesthesia, the patient 
began complaining about double vision. The patient had no ad- 
ditional disease and no history of drug use. He was consulted 
to the anesthesia department and hospitalised. The diagnosis 
was considered as sixth cranial nerve palsy due to the intracra- 
nial hypotension caused by cerebrospinal fluid loss during the 
spinal anesthesia. The patient’s hematologic and biochemical 
values had been checked preoperatively and were interpreted 
as normal. Intraoperative and postoperative hemodynamic data 
from the anesthesia records were also interpreted as normal. 
The spinal anesthesia had been administered in a lateral posi- 
tion and the anesthesia had been placed into the intervertebral 
space to the left of the 3-4 lumbar vertebrae using a 25-gauge 
(G) pencil tipped needle by injecting 12.5 mg hyperbaric bupi- 
vacaine (Marcaine spinal injection of 0.5% heavy bulb, Astra 
Zeneca). The operation began 10 minutes after administration 
of the spinal anesthesia so that the patient’s lower extremities 
were lateralised. 

In the hospital, the patient’s continuing headache severity was 
evaluated by a visual analogue score ranging from 1-2. Fluid 
replacement therapy was started with paracetamol + caffeine- 
containing analgesics and bed rest was recommended. Oph- 
thalmology and neurology consultations were requested. Dur- 
ing a right binocular diplopia examination, the ophthalmologist 
used the Maddox test and diagnosed diplopia due to the pres- 
ence of right-sided sixth cranial nerve palsy. The patient’s neu- 
rological examination was normal. Cranial MRI and diffusion 
MRI showed no pathological findings and visual field testing 
was normal. The patient noted that his diplopia had decreased 
during the treatment and, after four days, he was discharged 
upon his own request. The diplopia decreased during the second 


week and complete remission was seen one month later, during 
the patient’s follow-up visit. 


Discussion 

Diplopia or extraocular muscle paralysis that occurs after dural 
initiatives often leads patients to visit the neurology and oph- 
thalmology outpatient clinics. For diplopia, the rate of occur- 
rence ranges between 1/400-1/8000 [3]. Diplopia occurs after 
spinal anesthesia in 47% of patients; it occurs after myelogra- 
phy in 18% of patients and it occurs after a lumbar puncture 
for diagnostic procedures in 18% of patients. The abducens 
nerve (sixth cranial nerve) is the cranial nerve that is most often 
affected and it is responsible for diplopia in 92% to 95% of 
all cases. Patients between the ages of 17-69 are typically af- 
fected, but this condition often occurs in patients who are older 
than 30 years of age. Abducens nerve palsy is more frequent 
in men according to Thorsen et al. [4], whereas other clinical 
reports note that it occurs equally among males and females 
[2]. Nerve abducens palsy is unilateral in 80% of cases [4]. Ocu- 
lomotor (third cranial nerve) and trochlear (fourth cranial nerve) 
nerve involvement, although rare, can be added to the list of 
nerves that can be affected. It can be difficult to diagnose this 
condition in patients with more than one cranial nerve involve- 
ment [5]. 

Sixth cranial nerve palsy arises after or with a post-dural-punc- 
ture headache. Diplopia can occur after spinal anesthesia due 
to the loss of cerebrospinal fluid (CSF) leading to intracrani- 
al hypotension, which results in the displacement of cerebral 
structures. Due to the long intracranial course and the position- 
ing of the nerve, the nerve becomes susceptible to mechanic 
damages. Prevention of CSF leakage is the most important way 
to reduce intracranial hypotension. Therefore, for spinal anes- 
thesia, the use of thin gauge and blunt-tipped needles is recom- 
mended [6]. In our patient, we used a pencil tipped 25 G needle 
and it was a risk factor. 

Diplopia can be observed one day to three weeks after spinal 
anesthesia. The onset of diplopia can often be seen between 
4-10 days post-surgery in what is known as the ‘window period’ 
[4]. During this ‘window period’, patients often visit the neurolo- 
gist or ophthalmologist instead of the orthopedic surgeon. Or- 
thopedic surgeons are not aware of this complication because 
of its rare occurrence. The patient in this case study was the 
first patient at our clinic to complain about diplopia. 

In the differential diagnosis of diplopia, malignancy, ischemia, 
trauma, aneurysm, multiple sclerosis, encephalitis and other 
causes must be ruled out [1]. Magnetic resonance imaging 
(MRI) is important in the differential diagnosis. Using magnetic 
resonance imaging, changes in pachymeningeal tissue, dural 
thickening and displacement of brain parenchyma due to the 
intracranial hypotension can be distinguished from other pos- 
sible etiologic factors. 

If there is isolated cranial nerve involvement and a history of 
prior headache and the diplopia begins three weeks after hav- 
ing undergone spinal anesthesia and no other neurological 
involvement is found, the developed diplopia can probably be 
interpreted as a complication of spinal anesthesia. 
Post-dural-puncture headache treatment has both conserva- 
tive and invasive treatment protocols. Conservative treatment 
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consists of bed rest, hydration, analgesics and the ingestion of 
caffeinated drinks [1]. The effect of bed rest after spinal anes- 
thesia has not been proven to prevent the development of dip- 
lopia. Kose et al. [7] have reported the development of diplopia 
due to spinal anesthesia in a 38-year-old patient with hallux 
valgus. They decided that the use of conservative treatment is 
sufficient. Invasive therapy, such as an epidural blood patch, can 
be applied. The use of an epidural blood patch in the treatment 
of headache after spinal anesthesia has a 93% success rate, 
but this approach does not show the same success rate in the 
treatment of diplopia [8]. Post-dural-puncture headache or dip- 
lopia may occur in patients receiving an epidural blood patch. 
In such a case, an epidural blood patch may be responsible for 
the development of diplopia. On the other hand, in undiagnosed 
subdural hematoma after spinal anesthesia in patients with 
neurological symptoms, the use of an epidural blood patch can 
lead to increased incidences of symptoms [7]. 

Before using an epidural blood patch, a complete medical his- 
tory should be taken. The patients should be clinically evaluated 
in terms of subdural hematoma. Due to the decrease in the se- 
verity of symptoms in our patient, conservative treatment was 
continued. 

Abducens nerve palsy after spinal anesthesia often has a good 
prognosis and it often resolves completely at any point between 
four weeks and four months. If isolated abducens nerve palsy 
occurs in patients without evidence of other neurological symp- 
toms, the progression of the condition should be monitored and 
diplopia should be treated conservatively. 

The lateralisation in the left side position for 10 minutes can 
lead to the development of right-sided sixth cranial nerve palsy 
because the force of gravity leads to increased traction on the 
right side of the sixth cranial nerve. In the literature, we did not 
see the effect of lateralisation on the cranial nerve. However, 
the implementation of left lateralisation suggests that this 
mechanism may explain right-sided sixth cranial paralysis. 


Conclusion 

Outpatient arthroscopic knee surgery patients who were dis- 
charged should be advised to undergo bed rest and increase 
their fluid intake. In addition to headaches, diplopia can also 
be seen as a complication and information about preventing 
or reducing symptoms should be given to patients. When pa- 
tients who have undergone postoperative orthopedic surgery 
with spinal anesthesia visit the clinic, complaining of diplopia, 
they should be asked about their medical history. It is important 
for the surgeon and the patients to know that diplopia caused 
by spinal anesthesia is reversible. This situation should not be a 
surprise to orthopedic surgeons. 
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Ozet 

Gestasyonel pemfigoid(GP) nadir gériilen gebelikle iliskili otoimmun subepider- 
mal biill6z bir hastaliktir. Genellikle ikinci ve tigiincii trimesterde gértilmekle bera- 
ber nadiren birinci trimesterde ya da postpartum dénemde de ortaya cikabilir. Po- 
liklinigimize 36 haftalik normal spontan dogum sonrasi onikinci giinde karin, ba- 
caklar ve kollarda kasintili su toplayan yaralar sikayeti ile basvuran 25 yasinda ka- 
din hastanin yapilan dermatolojik muayenesinde karin cildi, her iki uyluk mediali 
ve énkol fleksor ylizlerde eritemli zeminde gergin biiller izlendi. Anne ve bebek di- 
ger acilardan saglikli idi. Yapilan biyopsinin immunfloresan ve hematoksilen eozin 
incelemesi sonucu postpartum GP tanisi konulan hastaya topikal klobetazol propi- 
yonat tedavisi baslandi. Hastanin lezyonlar! tamamen diizeldi. Hastamizi nadir g6- 
rulen, gebelikle iliskili otoimmun bulléz bir hastalik olan gestasyonel pemfigoidin 
postpartum donemde ortaya cikmasi ve topikal steroide iyi yanit vermesi acisin- 
dan, bildirmeyi uygun gordtik. 
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Abstract 

Pemphigoid gestationes is a rare pregnancy related autoimmune subepidermal 
bullous disease. It frequently occurs at second and third trimester of pregnan- 
cy. Also it rarely appears at first trimester of pregnancy or postpartum period. 
Twenty-five years old woman was admitted our outpatient clinic at 12 th day of 
delivery with distance bullous lesions over erythematous area at abdominal skin, 
medial site of thighs and flexor site of forearms bilaterally. She and her baby were 
healthy in other respect. She was diagnosed as pemphigoid gestationes after 
hematoxylin and eosin and direct immunofluorescence examination of biopsy and 
topical clobetasol propionate ointment was initiated topically twice daily. The le- 
sions were regressed almost completely. We present this case because of its’ 
infrequent situation of pregnancy related autoimmune bullous disease and good 
respond to topical steroid treatment. 
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Giris 

Gestasyonel Pemfigoid (GP) dogurganlik cagindaki kadinlari et- 
kileyen 50000'de bir gériilen nadir immunobill6z bir hastalik- 
tir[1,2]. Cogunlukla Gc¢uincti trimesterde ortaya ¢ikmakla birlikte 
erken gebelik haftalarinda da gorilebilir. Tedavide ilk segenek 
sistemik kortikosteroid tedavisidir. Bazi yazarlar erken postpar- 
tum dénemde kisa siireli steroid dozunu yiikseltmeyi de 6ner- 
mektedirler. Bunun yaninda direngli olgularda siklosporin, azoti- 
oprin ve metotreksat 6nerilmektedir[3]. Hastalik dogum sonra- 
si haftalar, aylar yada yillar iginde iyilesme egilimindedir[1]. Do- 
gum sonras! baslayan GP olgulari nadiren bildirilmistir[4]. Bura- 
da postpartum ikinci giin gelisen ve topikal steroid tedavisine 
iyi cevap veren bir GP hastasi sunulmaktadir. 


Olgu Sunumu 

Yirmibes yasinda bayan hasta viicudunda 10 giindiir mevcut 
olan kasinti ve su toplamasi sikayeti ile basvurdu. Hastanin 6y- 
kiisunde 12 giin 6nce 36. gebelik haftasinda normal spontan do- 
gum yaptig! 6grenildi. Dermatolojik muayenesinde karin, kol ve 
bacaklarin fleks6r yizlerini tutan, eritemli plaklar Uzerinde ger- 
gin biller izlendi (Resim 1). Avug igi ayak tabani ve mukozalar 
korunmustu. Hastanin genel durumu iyi ve sistemik muayene- 
si normaldi. GP, bull6z pemfgoid, lineer Ig A dermatozu ve eri- 
tema multiforme 6n tanilari ile alinan biyopsisinin histopatolo- 
jik incelemesinde Ust ve orta dermiste peri vaskiiler lenfoplaz- 
mositik hicre infiltrasyonu ve eozinofiller izlendi (Resim 2). Di- 


rek immunfloresan incelemede bazal tabakada belirgin C3 ve 
hafif lg G birikimi goruldu (Resim 3). Bu bulgular isiginda post- 


Resim 1. Karin, 6nkol ve bacaklarin fleks6r yiizlerini tutan eritemli plaklar tizerinde 
yer yer gergin billler. 


Resim 2. Ust ve orta dermiste peri vaskiiler lenfoplazmositik hiicre infiltrasyonu ve 
eozinofiller (Hematoksilin eozin X 20) 


Resim 3. Direk immunfloresan incelemede bazal tabakada belirgin C3 ve hafif Ig 
G birikimi 


partum GP tanis! konularak lezyonlarin siddetli olmamasi nede- 
niyle hastaya giinde iki kez topikal %0,05 klobetazol propiyo- 
nat merhem ve gunde bir kez sistemik antihistaminik olarak se- 
tirizin hidroklorir 10 mg tedavisi baslandi. Tedaviyle lezyonlari 
gerileyen hastanin ilk 3 ay az sayida lezyon ¢ikis! olmakla bera- 
ber giinde iki kez uygulanan topikal klobetazol propyonat ile bu 
lezyonlar da geriledi. Takipte postpartum altinci ayda yeni lez- 
yon cikisi yoktu. 


Tartisma 

Gestasyonel pemfigoid nadir gorullen gebelikle iliskili otoimmun 
subepidermal bill6z bir hastaliktir [1]. Genellikle ikinci ve Gcgiinci 
trimesterde goriilmekle beraber nadiren birinci trimesterde ya 
da postpartum donemde de ortaya cikabilir [5,6]. Nadiren kor- 
yokarsinoma ve mol gebelikle birlikte gorulebilir [4]. Plasental 
MHC II antijenlerinin anormal ekspresyonu imminolojik olayla- 
rin baslamasindan sorumlu tutulmaktadir. Bazal membran yapi- 
larina karsi antikor olusumu s6z konusudur. PG’te hedef antijen, 
230 kd BPAg1 ve 180 kd BPAG2’dir. GP patogenezinde plasen- 
tada ve deride bazal membranda bulunan kollajen XVII’ye (BP 
Ag 2 (180 kd BP Ag) ) karsi gelismis antikorlar rol oynar. immu- 
nogenetik ¢alismalar GP ile HLA DR2, HLA DR4 doku uygunluk 
antijenlerinin birlikteligini géstermistir[1,6]. 

Postpartum GP olgular! cogunlukla gebelikte baslayan hastali- 
gin alevlenmesi seklindedir. Dogum sonrasi baslayan GP olgu- 
lari nadiren bildirilmistir [5]. Postpartum GP siklikla dogum son- 
rasi saatler iginde baslar. Dogumdan 3 ve daha fazla giin son- 
rasinda baslamasi ise nadirdir. Sonraki gebeliklerde, menstru- 
el siklus esnasinda ya da oral kontraseptif kullaniminda nuksler 
goérilebilir[6]. Bizim olgumuzda ise lezyonlar dogumdan 2 gin 
sonra baslamisti. 

GP’de lezyonlar gobek cevresinden baslayarak yayilir. Nadiren 
avug ici ayak tabani, mukoza tutulumu gorulir. Olgumuzda pal- 
moplantar tutulum ve mukozal tutulum gortilmedi. 

GP icin belirlenmis tant kriterleri klinik, histopatoloji, immunflo- 
resan ve laboratuvar bulgulardan olusur[7] (Tablo 1). Histopato- 
lojik bulgular klinik bulgularla uyumlu olarak cok genis bir yelpa- 
zede gérilebilir. Urtikeryal lezyonlar s6z konusu oldugunda eo- 
zinofilik spongiyoz, dermal lenfohistiyosit ve eozinofil infiltras- 
yon, papiller dermal 6dem, vezikiil ve bul s6z konusu oldugunda 
ise dermoepidermal ayrisma, bazal membranda nekroz ve der- 
mal mikst inflamatuar infiltrat g6rildir. Castro ve arkadaslari- 
nin 10 hastalik serisinde sadece 3 hastada histopatolojik olarak 
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Tablo 1. Gestasyonel pemfigoid icin tani kriterleri 


Klinik 


Gebelik sirasinda ya da hemen dogum sonrasi ortaya ¢ikmasi 
Kasintill Urtikeryal papiil, plaklar beraberinde biiller gortilm- 
esi 

Gobek cevresinden baslamasi 


Histopatoloji Eozinofilik spongiyoz 


Subepidermal biiller 
DIF Eozinofil ve lenfositlerden olusan dermal infiltrat 


IIF Dermoepidermal alanda lineer IgG C3 birikimi 
Tuzla ayristirma tesitinde birikim epidermal alanda 


Bazal membrana kars! dolasimda IgG antikorlari 
ELISA Kollojen XVII’ye karsi dolasimda IgG antikorlari 


Dolasimda 180 kd yada 230 kd protein bandinda IgG 
antikorlart varligi 


HLA HLA DR 3, DR4 


immunbloting 


dermoepidermal bill olusumu gosterilmistir[8]. Bizim olgumuzda 
biyopsi urtikeryal alandan alindigi icin dermoepidermal ayrisma 
izlenmedi, buna karsilik dermal perivaskiler lenfohistiositik ve 
eozinofilik infiltrasyon izlendi. GP ‘de immunfloresan incelemede 
C3 birikimi hastalarin %100’de goriliirken, Ig G birikimi %25-50 
oraninda g6riiltir[3]. Hastamizin biyopsisinin immunfloresan in- 
celemesinde iki pozitif C3 birikimi ve hafif Ig G birikimi izlendi. 
GP tedavisinde birinci basamak 0,5 mg/kg dozunda sistemik 
steroiddir. Erken iirtikeryal lezyonlar topikal steroid ve siste- 
mik antihistaminik tedavisine iyi cevap verir. Alternatif tedavi- 
ler dapson, siilfapridin, siklosporin ve pridoksini i¢gerir. Direng- 
li olgularda adjuvan tedavi olarak metotreksat, azotioprin, altin, 
siklosporin ve pridoksin kullanilabilir[3,7]. Patsatsi ve arkadas- 
lari tarafindan, sistemik steroid tedavisine direngli bir postpar- 
tum GP olgusunda plazmafrez tedavisine yanit alindigi bildiril- 
mistir[9]. Cozzani ve arkadaslarinin bildirdigi postpartum GP ol- 
gusunda ise topikal steroid ve sistemik antihistaminik tedavisi- 
ne iyi cevap vermis[10]. Bizim olgumuz da diger olgu gibi post- 
partum baslamasina ve Uurtikeryal lezyonlara bullerin eslik etme- 
sine ragmen topikal steroid ve sistemik antihistaminik tedavisi- 
ne iyi cevap verdi. ilk tic ay tek ttik yeni lezyon cikmakla beraber 
klobetazol propiyonat topikal uygulamasi ile bunlar da geriledi. 
Postpartum 6. ayda hastamizda niiks olmadi. 

Sonug olarak gebelik dermatozlari iginde yer alan PG postpar- 
tum dénem de de karsimiza cikabilen otoimmun bill6z bir has- 
taliktir. Tedavide sistemik steroid birincil tedavi olmakla berber 
topikal yiiksek potent steroide cevap veren olgularda vardir. Ha- 
fif ve orta siddetli olgularda ylksek potensli topikal steroidler 
de tercih edilebilir. Hastalar oral kontraseptif kullanimi, mens- 
truasyon ve tekrarlayan gebeliklerinde niiks acisindan takip edil- 
melidir. 


Cikar Cakismasi ve Finansman Beyani 
Bu calismada cikar cakismasi ve finansman destek alindigi be- 
yan edilmemistir. 
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Otozomal Dominant Polikistik Bobrek Hastasinda Belirlenen 
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Bilateral Renal Kitle: Olgu sunumu 


Autosomal Dominant Polycystic Kidney Mass of Bilateral 
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Ozet 

Boébregin kistik lezyonlari herediter ve nonherediter kistleri igeren cok genis bir 
lezyon araligina sahiptir. Bunlar bébrek kisti seklinde tek bulgu olabilecegi gibi 
ekstrarenal bir klinik sendromun pargasi da olabilir. Bu nedenle kistik lezyonlar de- 
8isik birimleri igeren multidisipliner yaklasimi giindeme getirmektedir. Otozomal 
dominant polikistik bébrek hastaligi, her iki bobrekte farkli boyut ve sayida kistik 
degisiklikler seklinde kendini gésteren sistemik ve kalitsal bir hastaliktir. Herediter 
ve bazi edinsel kistik hastaliklar zemininde tiimGrle birlikteligi cesitli calismalar- 
da ortaya konsa da nadirdir. Burada otozomal dominant polikistik bobrek hastali- 
81 tanisi almis, son alti aydir batinda agrisiz kitle nedeniyle yapilan fizik muayene, 
radyolojik ve laboratuvar tetkikleri sonucu bilateral renal kitle tanis! konan ve na- 
dir goriilen, sag renal kitleye nefron koruyucu cerrahi, sol renal kitleye aktif izlem 
ile takip edilen hasta giincel literatiir taranarak tartisilmistir. 
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Abstract 

Hereditary cystic lesions of the kidney cysts nonherediter lesion with a wide 
range. They may be the only finding in the form of extrarenal renal cysts may also 
be part of a clinical syndrome. For this reason, multi-disciplinary approach brings 
with cystic lesions in the different units. Autosomal dominant polycystic kidney 
disease, kidney different sizes and numbers of both systemic and hereditary dis- 
ease that manifests itself in the form of cystic changes. Hereditary and acquired 
cystic lesions on the basis of some of the rare tumor association is determined 
in several studies. Here are diagnosed with autosomal dominant polycystic kid- 
ney disease, abdominal pain because of a mass in the last six months, physical 
examination, radiological and laboratory findings were diagnosed with bilateral 
renal tumors are uncommon and the right renal mass nephron-sparing surgery, 
the patients with left renal mass followed with active surveillance discussed in 
the current literature. 
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Giris 

Kistik bobrek lezyonlari; kalitsal ve edinilmis bobrek kistleri- 
ni ve kistik bébrek timorlerini igerir. Otozomal dominant po- 
likistik b6brek hastalig! en yaygin gortlen kistik hastalik olup 
4.000-10.000 dogumla birliktedir. Kistik bobrek hastalig1 genel- 
likle herediter ve gelisimsel nedenlere bagli, bobrekleri diffiiz ve 
bilateral olarak tutan, farkli boyut ve sayida kistik degisiklikler- 
le karakterizedir [1]. Bobregin kistik hastaliklarindan bazilarin- 
da boébrek tiim6rii olusmadigi bilinse de otozomal dominant po- 
likistik bobrek hastaligi ve bobregin edinilmis kistik lezyonlari ile 
birlikteligi olabilir ancak nadirdir. Kistler karinda kitlesel gériin- 
tiiye ve metabolik olarak halsizlik ve yorgunluk yakinmasina ne- 
den olsa da spesifik olmayip tiim6ral kitleler de bu yakinmaya 
neden olabilirler [2]. 


Olgu Sunumu 

Elli sekiz yasinda otozomal dominant polikistik bobrek hastali- 
81 tanisi konan ve takip altinda olan hasta son alti aydir agri- 
siz, karinda bombelige neden olan sislik, kilo kaybi ve istahsizlik 
nedeniyle basvurdu. Hastanin 6 yildir herediter polikistik bobrek 
tanisi var oldugu ve aile taramasinda diger bireylerde de tes- 
pit edildigi ogrenildi. Fizik muayenesinde sag alt kadrana uza- 
nan, 6n duvarda bombelik olusturan, sert noduler kitle belirlen- 
di. Hastanin idrar tetkikinde 6nemli bir sorun yoktu ve idrar kil- 
turiinde Greme olmadi. Kan tahlilinde hafif anemisi vardi. Bob- 
rek fonksiyon testlerinde bozulma tespit edilmedi ve dialize gir- 
lasma zaman! normaldi. Tim batin ultrasonda her iki boébrekte 
buyuigii 14x9 cm boyutlarinda multip! kistik lezyon; sag bébrek 
alt kesimde 14x9 cm, sol bébrek Ust kesimde 8x5.5 cm ve sol 
bobrek alt kesimde 5x3.5 cm boyutlu solid kitle lezyonlari tes- 
pit edildi. Akciger grafisi normaldi. Tim abdomen BT’ de her iki 
bobrekte ve karacigerde cok sayida ve farkli boyutlarda kistik 
lezyonlar vardi (Resim-1). Sa bobrekte 11.5x8.5 cm boyutun- 
da kontrast tutan, santrali nekrotik 6zellikte solid kitle lezyonu, 
sol bobrek Ust ve alt polde 4.5 cm ¢apli kontrastlanma goste- 
ren komplike kistik lezyon ve sol bobrek orta kesimde 1 cm bi- 
yuklaigiinde kontrast tutan solid kitle lezyonu izlendi ( Resim-2). 
Sag bobrekteki kitle igin nefron koruyucu cerrahi; sol bobrekteki 
komplike kist ve solid kitleye yonelik perkiitan radyofrekans ab- 
lasyon ve/veya krioterapi, bir alternatif olarakta aktif izlem te- 


Resim 1. Her iki bobrekte cok sayida ve boyutta kist 


Resim 2. Sagda 11.5x8.5 cm ve sol bébrekte 1 cm kontrast tutan kitle 


davi secenekleri 6nerildi. Hastaya ameliyat ile ilgili bilgi verildi 
ve onam formu dolduruldu. Genel anestezi altinda supin pozis- 
yonunda orta hat; ksifoidden suprapubik bolgeye kadar uzanan 
kesi ile kitleye ulasild! ve sag nefron koruyucu cerrahi ile kitle 
cikartildi. Ortama bir adet dren konarak anatomiye uygun ola- 
rak insizyon hatti kapatildi. Hastanin postop birinci giin soru- 
nu yoktu ve drenden akint! gelmemesi iizerine alindi. Biyokim- 
yasal testleri normal olan hasta dialize ihtiyag duymadi ve pos- 
top 3. gin sifa ile taburcu edildi. Kitle histopatolojik olarak ince- 
lendi ve renal hiicreli karsinom olarak raporlandi. Postoperatif 
birinci, G¢giincii ve altinci aylarda kan sayimi, biyokimyasal test- 
ler ve ultrasonografi yapildi ve sol bobrekteki kitlelere perkiitan 
yaklasimlari kabul etmemesi Uzerine Bosniak Tip 4 kistler ve sol 
bobrekteki 1cm gapindaki solid kitle icin aktif izlem karari alin- 
di. Bir yillik kontrol vizitleri esnasinda solid kitlede boyut artis 
saptanmadi. Bobrek fonksiyon testleri normaldi ve diyalize ihti- 
yag duyulmadi. 


Tartisma 

Otozomal dominant polikistik bobrek hastalig1 en yaygin kalit- 
sal hastaliklardan biri olup yasamin herhangi bir evresinde g6- 
rulse de en sik 2. ve 3. Dekadda ortaya ¢ikmaktadir. Bobrek ile 
birlikte beyin, karaciger, kardiyo-vaskiler, gastro-intestinal ve 
kas-iskelet sistem tutulumu da gorilebilir [3]. Baslangigta boyut 
olarak kiicgik kistik yapida iken, bliyik boyutlara da ulasan lez- 
yonlarin tani ve takibinde ultrasonografi kullanilabilir [4]. Kistin 
duvarinda gelisebilecek kalsifikasyonlar! belirlemek, beraberin- 
de gozlemlenebilen bobrek ve ureter taslarini tespit etmek i¢in 
kontrastsiz BT tercih edilmelidir [5,6]. Yuksek doku ¢6ziinirli- 
gui nedeni ile kanamali kistleri belirlemede ve allerji Gykisti olan 
hastalarda MR goriintiileme BT’ ye tercih edilebilir. ince kesit- 
lerle yapilan renal tomografi hala bobrek timorlerinin karakte- 
rini belirlemede kullanabilecegimiz en 6nemli radyolojik tetkik- 
tir. Genel olarak BT’ de ya da MRG@’ de kontrast tutan bitin kit- 
leler aksi ispat edilene kadar renal hiicreli karsinom olarak de- 
gerlendirilmelidir [7]. Otozomal dominant polikistik bobrek has- 
taliginda bobrek-hicre proliferasyon risk orani artmistir. Hiic- 
re proliferasyonu sonucu epitelyal hiperplazi, adenom ve bébrek 
adenokarsinomu gelisebilir. Otozomal dominant polikistik bob- 
rek hastalig tanis! konan geng yastaki hastalarda tumor bul- 
gular ile birlikte, multifokal ve sarkomatoid yap! igermesi daha 
agresif seyirli tumér gelismesi siktir. Histopatolojik olarak en 
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sik berrak ve papiller hiicreli tip gozlenirken, sarkomatoid kom- 
ponent icgerebilecegi akilda tutulmalidir [2]. Herediter kist tanisi 
almis hastalar genelde kist boyutunun artmasy ile birlikte 6zel- 
likle kasektik yapili hastalarda daha belirgin olmak Uzere ka- 
rin 6n duvarina basi yapan kitle bulgusu verebilir ancak spesi- 
fik dgildir. Bu hastalar tekrarlayan Uriner tas ve kist boyutunun 
artmas! ile birlikte basiya bagli lomber agri ve Uriner enfeksiyon 
tablosu ile gelebilirler. Polikistik bobrek hastaliginin tani asa- 
masinda ve takibinde ultrason bize degerli bilgiler verse de kit- 
le tespiti halinde kitlenin 6zelligini belirleme asamasinda yeter- 
siz kalabilir. Bu asamada tercih edilmesi gereken baslica y6n- 
tem kontrastli BT’ dir. Olgumuzda ultrasonografi ile tespit edi- 
len komplike kistin ve solid lezyonlarin BT’ de kontrast tutuyor 
olmasi, lezyonlarin natiiru ve evrelendirilmesi agisindan 6nemi- 
ni tartismasiz hale getirmektedir. BT ile ortaya konan ve kont- 
rast tutan kitleler aksi ispat edilene kadar renal hiicreli karsi- 
nom olarak degerlendirilmelidir. Sonug olarak otozomal domi- 
nant polikistik bobrek hastalarinda bobreklerde kist disi kitlesel 
lezyonlar nadirde olsa gelisebilmektedir. Kitleyi degerlendirmek 
igin ultrason 6nemii bilgiler verebilir ancak kontrastl! tomografi 
vazgecilmezdir. Kontrast tutulumu olan kitleler aksi ispat edile- 
ne kadar malign tumor kabul edilmeli ve secilmis vakalarda nef- 
ron koruyucu cerrahi ve minimal invaziv tedavi yaklasimlari ile 
aktif izlem secenegi hastaya sunulmalidir. 


Cikar Cakismasi ve Finansman Beyani 
Bu calismada cikar gakismasi ve finansman destek alindigi be- 
yan edilmemistir. 
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Ozet 

Yirmi dokuz yasinda multigravid bir gebe atesli silah yaralanmasi nedeniyle klini- 
gimize basvurdu. Anamnezde 24 haftalik gebeligi mevcuttu. Yapilan ultrason mu- 
ayenesinde retroplasental yaklasik 6 cm lik hipoekoik bir alan ve bu bolgeye yakin 
yaklasik 1 cm lik hiperekojen odak izlendi. Yine batin inspeksiyonunda umbilikusun 
2 cm altinda kanayan bir kesi alan izlendi. Dekolman plasenta tanisiyla acil cerra- 
hi diistindiik. Ameliyat esnasinda plasentanin % 50 dekole oldugu ve plasenta ile 
myometrium arasinda bir mermi parcas! oldugunu gérdiik. Mermi pargasini cikar- 
tip uterusun perfore alani ve sezaryen kesi alanini tamir ettik. Atesli silah yaralan- 
masinin anne ve fetusu etkilemeksizin sadece abrusyo plasentaya yo! agmasi ne- 


deniyle bu vakanin 6nemli oldugunu diisiindiik. 
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Abstract 

A twenty-nine year old, multigravida woman was admitted to our clinic due to a 
gunshot injury. She had 24 weeks of gestation. It was observed by ultrasonogra- 
phy that there were 6 cm hypoechogenic image retroplacentally located and 1 
cm hyperechogenic focus near to this image, and there was also a 2 cm actively 
bleeding incision area in subumbilical region by inspection of abdomen. We decid- 
ed emergent operation because of the diagnosis of abruptio placenta. During the 
operation, we observed a piece of bullet between the placenta and myometrium 
and 50% separation of the placenta. We removed the piece of bullet, repaired 
the uterine perforation and then performed a caesarean section. We considered 
that this case is important because a gunshot injury had only caused an abruptio 


placenta without affecting mother and her fetus seriously. 
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Introduction 

Abruptio placenta (AP) is defined as the preterm partial or com- 
plete separation of normally implanted placenta from the uter- 
ine wall [1]. The incidence of 4.4% has been reported in develop- 
ing countries. Although the etiology is generally multifactorial 
maternal trauma may be an important reason [2]. Trauma is 
the leading nonobstetric cause of maternal death. Penetrating 
trauma during pregnancy primarily involves gunshot and stab 
wounds. The incidence of visceral injury in pregnant women 
with penetrating abdominal trauma is 16% to 38% versus 80% 
to 90% in the general population [3]. Gunshot wounds to the 
abdomen during pregnancy are becoming increasingly common, 
especially in countries adjacent to those impacted by war. 
There is extensive literature about gunshot wound in pregnancy 
influencing the fetus, rectosigmoid junction, and the jejunum 
[4,5]. In our case, only AP was observed and had not affected 
any part of the fetus, membranes, bowel, and other maternal 
abdominal organs. Therefore, this case was considered rare, 
interesting and important. 


Case Report 

A twenty-nine year-old multigravida woman whose gravity 4, 
parity 3, was admitted to our clinic due to a gunshot injury. 
She had 24 weeks’ gestation. In an ultrasound examination, 
it was found that the fetus was alive but bradycardic, there 
was a 6-cm hypoechogenic area located retroplacentally and 
a 1-cm hyperechogenic focus near to this area. Also in fetal 
examination; femur length was 22 weeks, biparietal diameter 
was 22 weeks- 1 day, fetal weight was 390 g. At the inspection, 
subumbilical a 2-cm actively bleeding incision was revealed. On 
vaginal examination, the cervix was closed and there was no 
vaginal bleeding. 

On admission to our hospital the patient was hemodynamically 
stable. The initial Hb was 10.7 g/dL; Hct 34.8%; WBC 12.700; 
Plt 244.000; APTT 24.1; INR 0.96; blood pressures 110/85 
mmbHg; and heart rate 90 beats per minute. 

We decided to make an emergent surgery due to AP after the 
family’s informed consent. An emergent caesarean section un- 
der general anesthesia was performed. During the operation, 
we observed a 2-cm bleeding rupture area in the uterine fundus, 
peritoneal cavity contained approximately 300 ml of coagulated 
blood and 50% separation of the placenta after fetal delivery 
(figure 1). The fetus was born 350 g, a single male and intact 
but APGAR score was 0-0. We found a piece of bullet between 
the placenta and myometrium (figure 2). We removed a piece 
of bullet, then repaired the uterine perforation and performed a 
caesarean section. A general surgeon was consulted intraoper- 
atively to evaluate her intestine, liver, spleen and other organs. 
There was no additional pathological finding. The neonatologist 
resuscitated but the fetus didn’t respond to resuscitation. The 
metallic object was given to the hospital police, noted in the 
official report (figure 3). 

There were no complications postoperatively. The woman was 
discharged four days after the caesarian section. 


Discussion 
Abruptio placenta (AP) is defined as the preterm partial or 
complete separation of a normally implanted placenta from 


Figure 2. Metallic piece of bullet embedded to myometrium, after placental re- 
moval 


Figure 3. Metallic piece after the operation 
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the uterine wall [1]. Etiology is generally multifactorial, some 
of these are placental insufficiency, intrauterine hypoxia, hy- 
pertensive disorders of pregnancy, nonvertex presentation, 
polyhydramnios, advanced maternal age, cigarette smoking, 
short umbilical cord, sudden decompression of the uterus, ret- 
roplacental fibromyoma, retroplacental bleeding from needle 
puncture (i.e. post amniocentesis), prior fetal demise, previous 
miscarriage, grand multiparity, preterm rupture of membranes, 
low prepregnancy body mass index and maternal trauma [1,2]. 

Motor vehicle accidents are the most common cause of nonob- 
stetric trauma, and account for up to 80% of trauma in preg- 
nancy [6]. Penetrating trauma has been found to be the cause 
of 9% of all pregnant trauma admissions. Of those, 73% was 
gunshot wounds, 23% stab wounds and 4% shotgun-related. 
Penetrating trauma in pregnancy was associated with a mater- 
nal mortality of 3.9-7% and with an increased fetal mortality 
(as high as 73%) [7]. 

Gunshot wounds to the abdomen during pregnancy are becom- 
ing increasingly common. In this case AP had been caused by 
trauma due to a gunshot. The literature about trauma during 
pregnancy indicates that 4-8% of women with trauma are suf- 
ferred from their close partners [8,9]. In our case, the woman 
did not know who guilty was because she was exposed to this 
accident while attending the wedding of her neighbor. It may be 
battle bullet from Syria where is close to the wedding place or 
by the any one of the people in the wedding. 

An important fact is that pregnant women, who is sufferred 
from trauma, are special patients because pregnancy causes 
physiological and anatomical changes: such as increased blood 
volume, an expansion of plasma volume, which causes a di- 
lutional effect known as physiological anemia and increased 
heart rate. These changes allow a loss of up to 30 % of circu- 
lating volume without changes in vital signs; however, the fetus 
may be affected. Management of these patients should be mul- 
tidisciplinary, by the general surgeon, the obstetrician and the 
neonatologist [5]. In our case the patient was hemodynamically 
stable but the fetus was born 350 g, a single male and APGAR 
score was O-0, so the neonatologist resuscitated but the fetus 
didn’t respond to resuscitation. 

Advanced imaging techniques ( i.e. MR, CT) in traumatic patient 
can be done if the patient is stable condition, however ultra- 
sound is often easily accessible in an emergency department 
and can provide crucial information in the pregnant patient 
with trauma [10]. AP is principally an emergency condition and 
might proceed agressively hypovolemic shock, disseminated 
intravascular coagulation and maternal death if the patient is 
not treated immediately. So we performed only ultrasound, al- 
though our patient was hemodynamically stable when she was 
admitted. 

The gravid uterus is a protective barrier against other organs 
during trauma, so it is more likely to be injured. A great amount 
of energy of the trauma is absorbed by the uterine musculature, 
amniotic fluid and the fetus. This reduces the force of the im- 
pact and the possibility of damaging other organs. The results 
in the fetus are generally worrisome, causing direct impact up 
to 60-90%. In these cases maternal mortality is around 7-9% 
while fetal mortality is approximately 70% [7,11]. In our case, 
the uterus was in supraumbilical level and had absorbed the 


piece of bullet, therefore, other intraabdominal organs had re- 
mained intact. Although the fetus is intact the gestational week 
was low, 24 week, and AP was occurred. Because of this, preg- 
nancy loss was inevitable. 


Conclusion 

Gunshot wounds are becoming increasingly common in society. 
The pregnant women is also at great risk. Often the mother and 
fetus are both affected. Less seldom, they both are unaffected 
but the placenta may be affected. So, an ultrasound examina- 
tion should be done carefully in all traumatic pregnant women. 
In the management of a pregnant woman with a gunshot injury, 
it must be considered from three perspectives; the mother, the 
fetus and the placenta. 
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Ozet Abstract 


Akondroplazi orantisiz boy kisaliginin en sik goriildiigti rizomelik kisalik formudur. PLOMGTRDOIDESE! Gi Nese ima gNSnoky Ciiselile es) ini Oi MERE Paeliey 


dysplasia and a type of rhizomelic dwarfism. It results in considerable physical 


Hastalar giinliik yasamda biiyiik oranda fiziksel ve psikolojik sorunlarla karsilasir- and psychologic handicaps owing to the disproportionate stature of the body and 


lar. Akondroplazili hastalarda boy uzatma ve deformite dtizeltme bircok farkli me- 
todla yapilabilir. Bu vaka sunumunda, 17 yasindaki akondroplazili bayan hastada 
iki tarafli alt ekstremite uzatma ve iki tarafli tibial varus deformitesi diizeltme te- 


davisi sunulmaktadir. 
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difficulty in performing routine activities of daily living. They also have major mus- 
culoskeletal problems including symptomatic malalignment of the lower limbs. 
Limb lengthening has been used in patients with achondroplasia by different tech- 
niques (Intramedullar nailing, monolateral or circular external fixator). We report 
our treatment of a patient 17 years of age with achondroplasia for bilateral lower 
limb length discrepancy and bilateral tibial varus deformity. 
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Introduction 

Achondroplastic dwarfism results in considerable physical and 
psychologic handicaps and difficulty in performing routine ac- 
tivities of daily living [1]. These individuals often suffer from 
emotional disturbances, and are prone to have inferiority com- 
plexes [1]. They also have symptomatic malalignment of the 
lower limbs. Some patients eventually undergo serious surgery 
for correction of their malalignment to decrease pain and pre- 
vent early-onset degenerative arthritis [2,3]. Lower limbs can 
be lengthened with chondrodiastasis (the growth plate dis- 
traction) and callotasis (the callus distraction) successfully [4]. 
Nowadays in common practice both the tibia and femur are si- 
multaneously lengthened in different sessions [6]. In this study, 
We report the result of using a combination of fixator-assisted 
nailing with lengthening over an intramedullary nail ina 17 year 
old patient with achondroplasia with tibial deformity and short- 
ening. 


Case Report 

17 years old patient referred for leg lengthening for cosmetic 
purposes and difficulty of walking due to bilateral tibial varus 
deformity. Anterior posterior and lateral radiography of both 
legs were taken to determine the calf length, extremity length, 
the appropriate nail characteristics and the tibial varus angle. 
The varus deformity was 18° for both tibias and extremty length 
for both sides was 59 cm. At the initial radiologic examination 
there were Harris Muller plates in both proksimal femurs from 
an operation that she had at two years of age (Figure 1). We no- 


Figure 1. At the initial radiologic examination there were Harris Muller plates in 
both proksimal femurs from an operation that she had at two years of age. 


tified the patient and her family about the complete procedure, 
the possible complications as well as the duration of the pro- 
cess. Informed consent was obtained from the patient and her 
family. We planed to operate extremities as a cross in different 
sessions. Firstly we removed both plates and lengthen the right 
femur with intramedullar nailing with fixator assisted method; 


and the contralateral tibia with the same method correcting the 
tibial varus deformity (Figure 2). For the right femur we used 
intrammedullar nail (IMN) and because of the small calf of the 
tibia two of 3 mm IM elastic nails were used for tibial fixation 
(Figure 2). Under general anestesia, on supin position; from the 


Figure 2. (a) After removing both plates right femur was leghthened with external 
fixator over an IM nail; (b) and the contralateral tibia with the same method cor- 
recting the tibial varus deformity. Because of the small calf of the tibia two of 3 
mm IM elastic nails were used for tibial fixation. 


proximal enterence the right femur was reamed of the intra- 
medullary canal over an intramedullary nail (of the diameter of 
10 mm, 260 mm length). Then osteotomy for femur was made 
from the subtrochanteric region and maximum possible size of 
nail was performed regarding the length of femur. After locking 
the femoral nail distally, monolateral external fixator was used; 
two pins were inserted proximally and three for distally. For the 
tibial deformity of contralateral side, after inserting two intra- 
medullary elastic nails of 3 mm to the canal, acut correction of 
tibial varus deformity was performed with tibial opened wedge 
osteotomy and fibular osteotomy performed through an inci- 
sion of 1 cm, the procedure took approximately 2.5 hours. The 
conditions of the subjects were assessed during the first visit. 
The lengthening process was initiated after 5-7 days at a rate 
of 2 mm/day at the first week followed by 0.25 mm every 6h lat- 
er. Simultaneously, the physical therapy was started to stretch 
and empower hip abductors, quadriceps femoris, calf muscles 
and Achilles tendon. Postoperatively when pain and swelling 
were reduced the patient was mobilized and after three weeks 
load bearing is allowed for both sides. The bone regeneration 
and deformity correction was usually assessed every two weeks 
by taking X-ray images. The rate of lengthening was adjusted 
to ensure the bone formation. The subjects were carefully in- 
vestigated for possible complications. Once the desired length 
was achieved for both bones, one screw were inserted into the 
medullary nail at the proximal side of the femur, and the exter- 
nal fixators were both removed almost six weeks after the op- 
eration. The intramedullary nail supported the bone during the 
consolidation phase and allowed the removal of external fixator 
after the distraction phase of lengthening. Cefazolin (1 g/TDS) 
was administered during hospitalization, 7-10 days oral anti- 
biotic was also prescribed. During the lengthening, in case of 
clinical diagnosis of infection (including pin-tract infection, os- 
teomyelitis), appropriate antibiotic was administered. NSAIDs 
were prescribed for pain management as needed. The patient 
was followed up for six months so that their range of motion, 
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level of pain and regenerated bone quality could be evaluated. 
Six mounts after the first operation we performed the same 
procedure for the left femur and the controlateral tibia. After 
one year follow up the patient was free of pain and had full 
range of motion for both lower extremities. The final results 
of the patient after removal of the lengthening device showed 
straight, re-aligned legs (Figure 3). Thus, feet are notably bet- 


Figure 3. The final results of the patient after removal of the lengthening device 
showed straight, re-aligned legs with satisfactory length for the patient. 


ter positioned than prior to the correction, long-leg standing 
radiograph of the frontal plane mechanical axis showed optimal 
limb alignment and satisfactory length (5 cm for both) for the 
patient. There were no complications for the hole prosedure. 


Discussion 

Achondroplasia is the most common condition associated with 
disproportionate short stature. Surgical treatment to re-align 
the lower limbs in achondroplasia is generally indicated for 
cases who present either a severe, cosmetically unacceptable 
or clinically symptomatic limb deformity. Varus malalignment 
is generally more common than genu valga in this syndrome. 
Realignment can generally be achieved by gradual correction 
using external fixation devices [6]. Surgical correction is needed 
for tibial deformities higher than 10 degrees at coranal plane 
in adolescent with unexpected remodeling potential and adults 
[7]. Because of the the small size of the extremities especially 
in terms of patients with achondroplasia, external fixation it- 
self can create discomfort. Because this application must be 
performed in multiple sessions, It is important for patients how 
much time they spend with external fixator. We performed si- 
multaneous femoral and contralateral tibial lenghtening with 
correction of the tibial deformity. Thus we have shortened the 
duration of external fixation with fixator-assisted lengthening 
over an intramedullary nail. With earlier removal of the external 
fixator, the complication rates related to the pins, including pin 
tract infections and joint stiffness, are substantially diminished 
[8]. 


In conclusion fixator-assisted lengthening and deformity cor- 
rection over an intramedullary nail in patients with achondro- 
plasia is thought to be an appropriate and successful method 
with patients’ high satisfaction. 
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Ozet 

Sjogren sendromu (SS) ekzokrin bezlerin lenfositik infiltrasyonu ile karakterize 
otoimmun bir hastaliktir. Nérolojik tutulum hastalarin yaklasik dérttebirinde orta- 
ya cikmasina ragmen kranial sinir tutulumlar! cok daha nadiren goriilmektedir. Bu- 


rada kranial sinir tutulumu olan SS'lu bir vaka sunumu yapilmistir. 
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Abstract 

Sjégren’s syndrome (SS) is an autoimmune disorder characterized by lymphocytic 
infiltration of exocrine organs. Although neurological involvement occurs in ap- 
proximately one quarter of patients, involvement of cranial nerves is a relatively 


rare occurrence. Here a rare case of cranial neuropathy related to SS is reported. 
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Abducens Nerve Palsy and Sjégren’s Syndrome 


Introduction 

Sjogren’s syndrome (SS) is an autoimmune disease character- 
ized by chronic lymphocytic infiltration of exocrine glands. The 
prevalence of the disease ranges from 0.5 to 5%. SS can occur 
at all ages, with predominance in females between 40 and 50 
years of age. The disease is nine times more commonly seen 
in females than in males. Primary Sjogren’s syndrome (pSS) 
accounts for approximately 50% of all SS patients. Extrag- 
landular symptoms such as articular, neurological, pulmonary, 
and hematological involvement are common over the course of 
the disease [1]. Neurological involvement often manifests as 
sensorial polyneuropathy. The involvement of cranial nerves is 
relatively rare [2]. In the published literature, isolated abducens 
nerve palsy has been reported in only 1 patient [3]. The current 
report presents a case of pSS with the involvement of cranial 
nerves. 


Case Report 

A 70-year-old female patient presented to an ophthalmology 
outpatient clinic complaining of double vision, headache, and 
nausea. The physical examination of the patient revealed limi- 
tation in lateral and medial gaze and ptosis. The patient was 
referred to the department of neurology with the suspicion of 
abducens nerve palsy (Figure 1). The patient’s medical history 


Figure 1. Abducens nerve palsy in the patient 


was not remarkable, with the exception of preexisting hyper- 
tension and cranial diffusion on magnetic resonance imaging 
(MRI). MR venography was performed to exclude intracranial 
hypertension, sinus vein thrombosis, and intracranial space oc- 
cupying lesions. Carotid-vertebral artery computed tomography 
(CT) angiography did not show any intracranial aneurysm, and 
Doppler ultrasonography of the temporal arteries revealed nor- 
mal findings. Orbital MRI was also normal. The examination of 
the cerebrospinal fluid (CSF) did not show pathological findings 
(angiotensin converting enzyme (ACE), adenosine deaminase, 
Lyme serology, tuberculosis culture, or brucella). To exclude my- 
asthenia gravis repetition, electromyoneurography (EMNG) was 
performed and revealed normal findings. The patient also test- 
ed negative for acetylcholine antibodies. Peripheral blood test 
showed the following: WBC: 12.9 x103 pL, Hb: 16.5 gr/dl, PLT: 
220.000 x103 pL, ESR: 40 mm/h, C-reactive protein: 6.7 mg/dl, 
C3: 114 (90-180), C4: 14 (10-40), IgG: 753 mg/dl (700-1600), 
anti-HCV (-), rheumatoid factor: 167 IU/ml (0-15); anti-cyclic 
citrullinated peptide antibody (-) and urine analysis showed 
normal findings. The assays performed due to the suspicion of 
connective tissue disease and vasculitis showed 4+ antinuclear 
antibody (ANA) with centromere pattern. In light of these find- 
ings, a rheumatologist was consulted. Extractable nuclear anti- 
gens and antineutrophil cytoplasmic antibodies were negative. 
SS-A antibody was positive. Echocardiography showed normal 


pulmonary artery pressure and chest x-ray showed normal find- 
ings. There was no clinical finding suggestive of scleroderma. 
Schirmer’s test was performed due to the coexistence of dry 
mouth and eye complaints with joint pain. The test results were 
3 mm in the right eye and 2 mm in the left eye. Because the 
patient was found to have dry eye syndrome, asalivary gland bi- 
opsy was performed; it revealed diffuse lymphocytic infiltration 
(grade 4). The patient was therefore diagnosed with pSS with 
the involvement of cranial nerves and was placed on a therapy 
with methylprednisolone 1 mg/kg/day, azathioprine 100 mg/ 
day, and hydroxychloroquine 400 mg/day. Double vision, ptosis, 
and limitation in lateral and medial gaze showed almost com- 
plete recovery. 


Discussion 

Sjogren’s syndrome is known to cause neurological involvement 
in approximately 25-30% of cases [2]. In the cohort of Jamil- 
loux et al., neurological involvement occurred in 95 (22%) out 
of 420 patients with SS. SS may affect both the peripheral ner- 
vous system (PNS) and central nervous systems (CNS) (Table 
1). The pathogenesis of neurological involvement has not been 


Table 1. Neurological involvement in Primary Sjogren's Syndrome 


PNS CSS 


Sensory neuropathy Focal manifestations 


- Small fiber neuropathy Aseptic meningoencephalitis 
- Sensory ataxic neuropathy Myelopathy 
Sensorimotor polyneuropathy Headache 
Mononeuritis multiplex Cognitive disorders 
Demyelinating polyradiculoneuropathy Mood disorders 
Cranial nevre involment Seizure 
Autonomic neuropathy Pyramidal signs 


Tranverse myelitis 


PNS: Peripheral nervous system, CSS: Central nervous system 


fully elucidated. Vasculitic lymphocytic infiltration of vasa ner- 
vorum has been the most commonly implicated mechanism in 
the involvement of the PNS regardless of the presence of ne- 
crosis [4]. Two hypotheses have been set forth to explain CNS 
involvement. The first hypothesis suggests direct infiltration of 
the CNS by mononuclear cells, whereas the second hypothesis 
suggests vascular involvement. Vasculopathy has been consid- 
ered to be associated with the presence of anti-Ro and anti- 
neural antibodies [5]. 

Sensorial polyneuropathy is the most common type of PNS in- 
volvement, occurring in approximately 20% of cases [2]. The pa- 
tients with Sjogren's often present with numbness, burning, and 
pain originating in distal parts of the extremities. Mononeu- 
ropathy is relatively rare in SS. Mononeuropathy encompasses 
mononeuritis multiplex, cranial neuropathy, and trap neuropa- 
thies. Cranial neuropathies show symptoms depending on the 
cranial nerve involved. Among cranial nerves, the trigeminal 
nerve and optic nerves are the most commonly involved [3]. 
Visual changes can be quite profound in Sjogren’s. The most 
worrisome is inflammation around or behind the eye, called op- 
tic neuritis or retrobulbar neuritis. This is treatable, but there 
is potential risk of loss of vision. This type of inflammation can 
also be seen in a variety of other neurologic conditions. There 
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is a similarity that sometimes bedevils us between multiple 
sclerosis and Sjégren’s involvement in the nervous system. The 
aspect that makes differentiating between the diseases most 
difficult is involvement of the eye in optic neuritis. 

The treatment usually involves the use of immunosuppressive 
medications such as corticosteroids, cyclophosphamide, and 
azathioprine. Intravenous immunoglobulin therapy is used in re- 
fractory cases. However, intravenous immunoglobulin therapy 
has some disadvantages due to indefinite dosage, the duration 
of therapy, and high treatment costs. There is a need for ran- 
domized controlled studies in order to establish the effective- 
ness of this therapy [6]. Rituximab, an anti-CD 20 antibody, of- 
fers promising results; however, further comprehensive studies 
are required in order to confirm its efficiency [7]. 

In conclusion, extraglandular organs can be involved in patients 
with Sjogren’s syndrome. In clinical practice, it should be con- 
sidered that neurological involvement occurs in one quarter of 
SS cases. In fact, neurological complaints may be the first sign 
of SS. We emphasize that connective tissue disorders should be 
considered in patients presenting with similar complaints; it is 
prudent to evaluate these patients for the possibility of pSS. 
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Distal Radius Fizyal Arreste Bagli Es Zamanli 
Radius Uzatma ve Ulna Kisaltma: Vaka Sunumu 


Simultaneous Radial Lengthening and Ulnar Shortening for a 
Delayed Presentation of Radius Distal Physeal Arrest: A Case Report 
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Gzet 

Distal radius kiriklari cocuklar ve yaslilarda sik goriilen el bilegi yaralanmalaridir 
(% 18% 25). Distal radius kirig sonrasi biiyiime plaginin etkilenmesi ve fizyal ar- 
rest gelismesi ise daha nadirdir. Fizyal arrest sonrasi gelisen ana deformite radi- 
us kisaligi ve bununla iliskili olarak ulna asiri biiyiimesidir, el bilegi agris! ve fonk- 
siyonel kisitlilik ise ana yakinmalardir. Bu yazida travma sonrasi distal radius fiz- 
yal arrest gelisen addlosan hastanin deformitesine yénelik uygulanan es zaman- 


li radyal uzatma ve ulnar kisalma cerrahi prosediiriiniin sunulmas! amaclanmistir. 


Anahtar Kelimeler 
Radiyal Uzatma; Ulna Kisaltma; Eszamanli Osteotomi; Fizyal Arrest; Pozitif Ul- 


nar Varyans 


Abstract 

Distal radius fractures are common injuries in both children and in the elderly 
(25%; 18%). Distal radius physeal fractures have a high incidence, but physeal 
growth arrest occurs at a low rate. As a main deformity, radial shortening occurs 
with relative ulnar overgrowth leading to significant complaints of pain and func- 
tional limitations after distal radial growth arrest. In this paper we aim to report 
on the restoration of the wrist mechanics attained by performing a surgical tech- 
nique of simultaneous radial lengthening and ulnar shortening procedures in an 
adolescent with a significant ulnar overgrowth deformity due to a posttraumatic 


growth arrest of distal radius. 
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Introduction 

Distal radius fractures are common injuries in both children and 
the elderly (25%; 18%) [1]. Although physeal fractures of the 
distal radius have a high incidence, physeal growth arrest oc- 
curs at a low rate (1%-7%) [1]. As a main deformity of distal 
radial growth arrest, radial shortening occurs with relative ul- 
nar overgrowth leading to significant complaints of pain and 
functional limitations. The deformity of disturbed radio-ulnar 
variance is mostly associated with triangular fibrocartilage 
complex (TFCC) lesions and distal radio-ulnar joint (DRUJ) in- 
stability. If the dome of the distal ulna is more distal than the 
ulnar corner of the distal radius it is called ‘positive ulnar vari- 
ance’ [2]. Positive ulnar variance can be the reason for the wrist 
pain, abnormal wrist mechanics, and limited ulnar deviation and 
rotation of the forearm. To reestablish a neutral radio-ulnar 
variance and to achieve the best possible functional results, as 
many authors described, ulnar shortening or radial lengthening 
osteotomies can be performed for this type of injury. In the lit- 
erature, in a symptomatic patient with positive ulnar variance, 
the largest ulnar shortening performed was 15 mm in length [3]. 
Taylor spatial frames and external fixators are more commonly 
used for the correction of radial deformity and length. Ulnar 
shortening osteotomy is considered the standard procedure for 
correcting positive ulnar variance [4]. In the literature there are 
some studies comparing the two techniques, but our search in- 
dicates that there is no study about simultaneously performing 
radial and ulnar osteotomies for radial growth arrest deformity. 
We think that radial lengthening osteotomy can be added to 
ulnar shortening for more severe deformities. 

In this paper we report the treatment of both acute ulnar short- 
ening and gradual radial lengthening for the ulnar overgrowth 
deformity in a case of an adolescent with a significant growth 
arrest of the distal radius and with significantly limited ulnar 
deviation. 


Case Report 

An adolescent 16-year-old male presented to our outpatient 
clinic with complaints of ulnar-sided wrist pain, wrist deformity, 
and difficulty with movements, especially opening doors with 
his dominant right hand. The patient’s stature was normal for 
his age. Reporting no family history or previous surgery of the 
affected extremity, he gave the history of previous treatment 
of distal radius fracture with closed reduction and casting, 7 
years before at the same extremity. He first noticed the de- 
formity 2 years after the fracture and the deformity increased 
with time. When he experienced difficulties with daily activities 
and increased pain with wrist movements, he came to our out- 
patient clinic. At presentation, there was a prominence of the 
distal ulna and radial deviation deformity at his right dominant 
wrist. At the wrist joint flexion, extension and pronation was 
normal but supination was limited at nearly 30°. There was a 
severe pain with movements, especially of ulnar deviation and 
supination. At the radiography, XR imaging showed nearly a 17 
mm positive ulnar variance (Figure 1). The contralateral wrist 
had no physical or radiologic abnormalities. We considered un- 
dertaking an acute ulnar shortening osteotomy together with 
gradual radial lengthening osteotomy because of the severe ul- 
nar overgrowth deformity. We notified the patient and his family 


17.27mm 


Figure 1. Preoperative photograph and XR imaging showing nearly a 17 mm posi- 
tive ulnar variance 


about the procedure, the possible complications, as well as the 
duration of the process. Informed consent was obtained from 
the family. Under general anaesthesia with a direct approach 
to distal ulna, making an oblique osteotomy, first we performed 
10 mm shortening. For fixation, a 6-hole dynamic compression 
plate was used (Figure 2). Then with a dorsal approach to dis- 


Figure 2. Intraoperative photograph showing distal ulna oblic osteotomy and fixa- 
tion with a 6-hole dynamic compression plate. Distal radius metaphyseal osteot- 
omy fixation with monolateral external fixator inserting both two 3.3mm schantz 
screws proximally and distally. 


tal radius, a metaphyseal osteotomy was performed. Then the 
osteotomy side was fixed with a monolateral external fixator, 
inserting both two 3.3mm schantz screws proximally and dis- 
tally (Figure 2). To control the rotation, both osteotomy sides 
were marked. After the operation we set the forearm in a spina 
cast for 2 weeks. After removing the cast, radial lengthening 
process was initiated at a rate of 1 mm/day. Simultaneously, 
physical therapy was started to regain wrist movements. After 
10 days we stopped lengthening. The monolateral external fix- 
ator supported the bone for 3 more weeks during the consolida- 
tion phase and allowed for the removal of the external fixator 
6 weeks following the operation. The bone regeneration and 
deformity correction were usually assessed every two weeks by 
taking X-ray images. The rate of lengthening was adjusted to 
ensure the bone formation. Cefazolin (1 g/TDS) was adminis- 
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tered during hospitalization and 7-10 days oral antibiotic was 
also prescribed. During the lengthening, in case of a clinical 
diagnosis of infection (including pin-tract infection, osteomy- 
elitis), appropriate antibiotic was administered. Nonsteroidal 
anti-inflammatory drugs were prescribed for pain management 
as needed. The patient was followed up for six months so that 
his range of motion, level of pain, and regenerated bone quality 
could be evaluated. Three years after the surgery, the patient 
had no ulnar prominence or pain with movements and had sig- 
nificant improvement of forearm supination. The X-ray imag- 
ing showed that the osteotomy sides were both healed with a 
neutral radio-ulnar variance (Figure 3). There were no complica- 
tions during the follow-up period. 


Figure 3. The final control X-Ray imaging showing that the osteotomy sides were 
both healed with a neutral radio-ulnar variance. 


Discussion 

Although physeal fractures of the distal radius are common in- 
juries in children, physeal growth arrest occurs at a low rate 
(1%-7%) [1]. In the literature there are several studies including 
case reports and case series regarding the surgical manage- 
ment of distal radial growth arrest resulting in ulnar overgrowth 
deformities [3,5]. There are different techniques such as ulnar 
shortening and radial lengthening osteotomies to reestablish 
a neutral radio-ulnar variance for this type of deformities. Ul- 
nar shortening osteotomy is considered the standard proce- 
dure for correcting positive ulnar variance [4]. External fixators, 
radial volar plates with grafting, or Taylor spatial frames are 
more commonly used for the correction of radial deformity and 
length [5,6]. Although different methods were presented for 
the surgical treatment of positive ulnar variance deformity, in 
severe deformities acute correction can sometimes be difficult 
to achieve, as radial lengthening osteotomy requires a large 
amount of strut bone graft, and ulnar shortening osteotomy of 
over 1 cm is difficult owing to soft tissue contracture [7]. Sup- 
porting this idea, Bowers [7] pointed out that ulnar shortening 
of more than 5-6 mm presents several problems with alignment 
and matching of bone ends because of soft tissue pressure on 
the construct. Miura et al. [8] also reported that distal radio-ul- 
nar joint acute reduction can cause excessive joint loading and 
joint pain, stiffness, or instability. As an alternative Gong et al. 
[6] have reported satisfactory results after the gradual correc- 
tion of distal radial malunion or physeal arrest using distraction 


osteogenesis. In the literature, in a symptomatic patient with 
positive ulnar variance, the largest ulnar shortening performed 
was 15 mm in length [3]. We here report a case of a delayed 
presentation of radius distal physeal arrest due to a prior frac- 
ture in an adolescent with nearly 17 mm positive ulnar variance. 
Because of the limitation of ulnar shortening, we considered 
making another osteotomy simultaneously to the distal radius 
to gradually lengthen the radius with a monolateral external fix- 
ator until we reestablished the neutral radio-ulnar variance. We 
performed ulnar oblique osteotomy because of the faster heal- 
ing rate and lower nonunion rate when compared to the tran- 
verse osteotomy. Using gradual lengthening of the radius, we 
allowed the distal radio-ulnar joint sufficient time for soft tis- 
sue adaptation. At the final follow up rebalancing the wrist, we 
had satisfactory results as improved range of motion, improved 
function, and decreased wrist pain were achieved. Also we had 
no complications such as pin-tract or wound infection, delayed 
union, or nonunion of the osteotomy side. We think while the 
ulnar shortening osteotomy is a suitable procedure for distal ra- 
dial growth arrest in patients with little or no growth potential, 
radial lengthening osteotomy can be added for more severe 
deformities, affording a good outcome and restoration of the 
radio-ulnar variance. 


Conclusion 

In symptomatic adolescents, surgery for posttraumatic distal 
radial growth arrest can reduce the level of pain and loss of 
motion. To reestablish a neutral radio-ulnar variance and to 
achieve the best possible functional results for more severe 
positive ulnar variance deformities, ulnar shortening and radial 
legthening osteotomies can be performed simultaneously. 
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6zet 

Cocuklarin radyoaktif iyota maruz kalmasi sonucu hipotiroidi ve tiroid kanserleri 
gelisebilir. Bu ylizden 6zellikle kiigik ¢ocuk ve gebelerin bu tedaviyi alanlardan bir 
sire uzak tutulmasi gerekir. Literatiirde bu tedaviyi alanlarda kendilerinin teda- 
vi almasi sonucu iki olgu ve annesinin aldigi tedaviden etkilenerek bir olgu olmak 
lizere toplam sadece tic tiroid kanseri gelistiren adolesan olgu mevcuttur. Bu olgu 
sunumunda, radyoaktif iyot tedavisi alan bir anneyle ayni ortamda yasayan ve an- 
nesinin bu tedavisine bagli olarak hipotiroidi gelisen 11 yasindaki kiz olgu sunulup, 


literatir bilgileri 1sig1 altinda tartisilmasi planlandi. 
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Abstract 

Hypothyroidism or thyroid cancer may develop in children as a result of exposure 
to radioactive iodine. Therefore, young children and pregnant women in particular 
should not be in close physical proximity to patients receiving this therapy. We 
found only three cases of adolescents developing thyroid cancer in the litera- 
ture. Two were affected by radioactive iodine treatment of themselves and one 
was affected by treatment of the mother. Here we report on an 11-year-old girl 
living in the same environment as her mother, who was receiving radioactive io- 
dine therapy. The girl developed transient hypothyroidism in association with her 


mother’s treatment. We discuss the case in light of the literature. 
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Introduction 

Radioactive iodine (1311) therapy is an effective, economical, 
and simple method, used widely, particularly to treat Graves’ 
disease and thyroid gland malignities in adults. However, due to 
insufficient evidence regarding its reliability, it is still not widely 
used in children. Hypothyroidism, autoimmune thyroiditis, and 
thyroid neoplasms may develop as the result of accidental ex- 
posure of children to radioactive iodine [1]. All people, and par- 
ticularly young children and pregnant women, are advised to 
avoid being in proximity to patients receiving this treatment. 
Cases of exposure in the prenatal period and the resultant de- 
velopment of congenital hypothyroidism and thyroid nodules 
have been widely reported in the literature [2,3]. Thyroid can- 
cer has been reported in two adolescents receiving radioactive 
MIBG therapy, and there has been only one publication report- 
ing papillary thyroid carcinoma developing as a result of 1311 
therapy administered to the mother [4,5]. Here we report a case 
of hypothyroidism in the 11-year-old child of a mother receiv- 
ing 1311 therapy due to thyroid cancer. 


Case Report 

An 11-year-old girl presented to our clinic with symptoms of 
lethargy, fatiguing easily, and swelling in the neck region over 
the previous 1.5 months. Her mother had been operated on due 
to papillary thyroid carcinoma approximately 2 months previ- 
ously, after which she had received 1311 therapy. The mother’s 
two other children had been removed from the home due to 
the radioactive therapy she received, but our patient had re- 
mained with the mother. At physical examination, the patient’s 
weight was 26 kg (3%) and height was 132.5 cm (10%). Head 
and neck examination revealed stage 1 thyromegaly. No tachy- 
cardia was observed, and arterial blood pressure values were 
normal for her age (110/65 mmHg). Laboratory examination re- 
vealed fT4: 0.39 ng/dL (N= 0.61-1.12 ng/dL) and TSH: 54.4 ulU/ 
mL (N=0.34-4.2 ulU/mL), while anti-TPO and anti-thyroglobulin 
were negative. At thyroid ultrasonography, the left and right 
thyroid lobes were large for her age, while the thyroid paren- 
chyma was homogeneous. No lymph nodes were pathological in 
size. The patient was started on L-thyroxin 2 mcg/kg/day due to 
hypothyroidism. At thyroid function follow-up one month later, 
the patient was euthyroid while the right and left thyroid lobes 
had decreased to an age-appropriate size (Figure 1). The case 
was monitored as euthyroid under low-dose L-thyroxin therapy 
for 2 years. Growth rate, weight gain, and pubertal development 
were within physiological limits throughout monitoring. Treat- 
ment was concluded at the end of 2 years. 


Discussion 

Immune system-related causes and iodine deficiency are the 
most important factors in the etiology of childhood hypothy- 
roidism. In our patient who presented with hypothyroidism, the 
medical history revealed no etiological factor, other than the 
mother’s having received 1311 therapy due to papillary cancer. 
The fact that the child’s symptoms developed 15 days after the 
mother’s receipt of this treatment, and the exclusion of other 
causes, suggested that exposure to radioactive 1311 in the child, 
who had not been removed from the mother’s presence during 
her 1311 therapy, was involved as the agent in the disease. 
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Figure 1. The course of thyroid function 


Radioactive iodine therapy is an effective, economical, and sim- 
ple method that has been used to treat hyperthyroidism and 
thyroid neoplasms in adults for approximately 50 years. The 
radiation damages thyroid follicle cells and prevents hormone 
synthesis. This method is contraindicated in pregnancy and 
lactation. It is not popular with pediatricians because tissues 
in early adulthood and childhood are more sensitive to radia- 
tion. Individuals receiving radioactive iodine therapy must avoid 
pregnant women and children for at least 1 week for safety rea- 
sons, must use separate eating and cleaning implements than 
other members of the family, must keep a distance of at least 
60 cm between themselves and others, and must sleep alone. 
The relationship between radioactive iodine and malignity has 
not been proven. However, data from nuclear accidents have 
shown an increase in cases of non-immune hypothyroidism 
and thyroid cancers among exposed individuals [1,6,7]. Thyroid 
cancer was reported to develop in two adolescents receiving 
1311 MIBG therapy for neuroblastoma [4]. Cases of congeni- 
tal hypothyroidism and thyroid cancer have been reported to 
develop following intrauterine exposure [2,3]. However, we en- 
countered only one case of thyroid cancer developing in a child 
in close proximity to an individual receiving treatment [5]. We 
encountered no reports of transient hypothyroidism as was 
seen in our case. We attributed thyroid follicle cell injury and 
transient hypothyroidism in our patient to the radioactive io- 
dine therapy received by the mother. The laboratory findings 
in our case showed that hypothyroidism developed due to non- 
immune causes; the condition was temporary since it resolved 
completely with monitoring and treatment. Although there are 
previous cases in the literature of congenital hypothyroidism 
developing as an effect of radioactive iodine administered to 
the mother in the intrauterine period, to the best of our knowl- 
edge, ours is the first case of hypothyroidism developing in an 
adolescent child exposed to radioactivity via the mother. We 
think that this report will make a significant contribution to the 
literature, and that greater care should be taken over safety 
precautions following radioactive iodine therapy. 
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Ozet 

Postpartum Osteoporoz (PPO) gebelik ile iliskili, nadir goriilen bir osteoporoz tab- 
losudur. Biz, dofumundan 1 hafta sonra siddetli bel agrisi sikayetiyle basvuran 
otuz bes yasinda bir kadin hasta sunduk. Hasta, protein C eksikligi nedeniyle ge- 
beligi boyunca diistik molekiil agirlikli heparin (DMAH) 40 mg/giin tedavisi almis. 
Viicut kitle indeksi (BMI) 19,8 ve gebeligi boyunca sadece 8 kg almis. Manyetik re- 
zonans gortintilemede (MRG) torakal 11’de bir fraktiir saptandi. Dual-enerji Xray 
absorpsiyometri (DEXA) Lomber1-4 vertebralarda T skoru= - 4,9 ve Z skoru= -4,8 
olgiildii. Bu bulgular, PPO’un postpartum hastalarda siddetli bel agrisi nedenlerin- 
den biri olabilecegini dtistindiirmektedir. Ozellikle diistik BMI'li ve gebelik sirasin- 


da DMAH kullanan hastalarda, PPO riskinin daha yiiksek oldugunu diistinuyoruz. 
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Abstract 

Postpartum osteoporosis (PPO) is a rare form of osteoporosis related to pregnan- 
cy. We report the case of a 35-year-old woman who consulted for severe low-back 
pain one week after her delivery. This woman had a personal history of protein C 
deficiency and was treated with low-molecular-weight heparin (LMWH) 40 mg/ 
day during her pregnancy. Her body mass index was 19.8 and she had only gained 
8 kg during pregnancy. Magnetic resonance imaging (MRI) revealed a fracture of 
thoracic 11. Dual-energy X-ray absorptiometry (DEXA) measured T score = - 4,9 
and Z score = -4,8 in Lumbar 1-4 vertebrae. These findings suggest that PPO may 
be one of the causes of severe back pain in postpartum patients. We think that 
PPO risk is higher in those patients with low BMI who were treated with LMWH 


during pregnancy. 
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Introduction 

PPO presents symptomatic vertebral compression fractures 
causing severe pain in the thoracic or lumbar area. It is not 
clear why some people are prone to develop PPO; however, hy- 
potheses such as genetic susceptibility, an inherited defect in 
collagen synthesis, and an exacerbated response to physiologi- 
cal hormonal changes have been suggested [1]. 

Long-term unfractionated heparin (UFH) use is associated with 
osteoporosis in both non-pregnant and pregnant patients. Al- 
though the exact mechanism is unknown, possible mechanisms 
are decreased osteoblastic and increased osteoclastic activity 
caused by direct effect of heparin, vitamin D deficiency, and 
decreased serum ionized calcium concentrations resulting in in- 
creased PTH stimulated bone resorption [2]. In this case, we re- 
port severe PPO and a thoracic vertebral compression fracture 
diagnosed in the postpartum period, in a patient treated with 
LMWH throughout her pregnancy. 


Case Report 

We report the case of a 35-year-old woman who consulted 
for low-back pain one week after her first delivery. The sec- 
ond day after birth, she reported a severe back pain while she 
was getting up from the bed. In her history, she had protein C 
deficiency and had been treated with LMWH 40 mg/day dur- 
ing pregnancy for prophylaxis of thromboembolism. Her first 
pregnancy was terminated due to intrauterine exitus of fetus. 
The second pregnancy was completed as healthy. Menses of 
the patient occurred only 2 times in 16 months during this time 
period. Because of the risk of abortion, she had been immobi- 
lized during pregnancy. Her weight was 54 kg before pregnancy 
and her height was 165 cm, revealing a body mass index (BMI) 
of 19.8 kg/m2; she gained only 8 kg during pregnancy. A nutri- 
tional questionnaire showed that her daily calcium intake was 
between 800 and 1000 mg. She was healthy and had regular 
menses before pregnancy. There was no history of the use of 
drugs, such as corticosteroids or thyroid hormones that could 
affect bone metabolism, and no personal or family history of 
osteoporosis or fractures. She was a non-smoker. On physical 
examination, the patient had kyphosis and pain and tenderness 
on the thoraco-lumbar vertebrae with palpation. Her serum cal- 
cium, phosphorus, albumin, prolactin, and cortisol levels, thyroid 
hormones, and 25-hydroxyvitamine D were normal (Table 1). 
Magnetic resonance imaging (MRI) revealed height loss in tho- 
racic 11, which was surrounded by a diffuse low bone marrow 
signal (Figure 1). Bone mineral density (BMD) was measured 
by using dual-energy X-Ray absorptiometry (DEXA), and very 


Table 1. The laboratory findings of the patient. 


Calcium (8,8-10,6 mg/dl) 9,7 
Phosphorus (2,5-4,5 mg/dl) 41 
Albumin (3,5-5,2 mg/dl) 44 
Parathyroid hormone (15-68,3 pg/ml) 70,8 
25(OH)D3 (10-60 ng/ml) 32,6 
Thyroid stimulating hormone (0,35-4,94 mlU/ml) 0,53+0,5 
Free triiodothyronine (1,71-3,71pg/ml) 3,11 
Free thyroxine (0,9-1,7 ng/dl) 0,8 
Cortisol (6,2-19,4 mcg/dl) 9,8 
Prolactin (5,18-26,53 ng/ml) 36,9 


low T and Z-scores were determined in lumbar vertebrae (Table 
2). According to these findings, she was diagnosed with severe 
postpartum osteoporosis (PPO). After analgesia and 1 month of 
home relative bed rest, lactation was stopped and Alendronate 
70 mg/week, calcium 1000 mg/day, and vitamin D 880 U/day 
were prescribed. Her pain was decreased at the third month. 


Figure 1. Vertebral compression fracture in magnetic resonance imaging in tho- 
racic 11. 


Table 2. Dual-energy X-ray absorptiometry results of the patient. 


Lomber 1 

BMD (gr/cm2) 0,489 
T -40 
Z -3,9 
Lomber 2 

BMD (gr/cm2) 0,530 
T -45 
Z -4,4 
Lomber 3 

BMD (gr/cm2) 0,486 
T -5,4 
Z -5,3 
Lomber 4 

BMD (gr/cm2) 0,512 
7 -5,5 
Z -5,4 
Lomber 1-4 

BMD (gr/cm2) 0,504 
ib -49 
Z -48 
Femur neck 

BMD (gr/cm2) 0,491 
T -3,2 
Z -3,0 
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Discussion 

In this case report, we presented a vertebral compression frac- 
ture and severe PPO in a woman who used LMWH throughout 
her pregnancy. According to X-ray and MRI findings, we found 
a fracture in thoracic 11. Dual-energy X-ray absorptiometry 
(DEXA) showed very low T and Z-scores in lumbar vertebrae 
and the femur neck. 

Postpartum osteoporosis (PPO) is a rare disease presenting 
with back pain and, at times, multiple vertebral fractures during 
late pregnancy or during the early postpartum period. 

Although etiology and pathogenesis have not been clarified yet, 
possible mechanisms include: increased bone turnover to meet 
the calcium requirements of the fetus, increased serum para- 
thyroid hormone (PTH), relative hypoestrogenemia and high 
prolactin levels, and presence of a genetic background [3]. Dur- 
ing pregnancy and lactation, BMD was found to be decreased in 
some studies [4, 5], while it did not change in others [6, 7]. In the 
literature, various risk factors were identified for PPO. Amenor- 
rhea and oral contraceptive treatment, suppressive levothyrox- 
ine treatment, osteogenesis imperfecta, low body mass index 
and weight loss, physical inactivity, and corticosteroid therapy 
are some of these risk factors [8-12]. However, genetic fac- 
tors also play a major role in the pathogenesis of osteoporo- 
sis. Genetic studies indicate that osteoporosis is a polygenetic 
disorder resulting from the interaction between common poly- 
morphic alleles and multiple environmental factors [13]. The 
risk of developing osteoporosis is believed to be substantially 
lower when LMWHs are preferred for prophylaxis or treatment 
of thromboembolism [1 4]. 

Long-term heparin therapy is associated with both an increase 
in osteoclast activity and a suppression of osteoblast function 
[15]. Heparin-induced osteoporosis has been reported in pa- 
tients receiving heparin at daily doses of 15,000 units or more 
for at least 6 months [16]. LMWH suppresses osteoblast func- 
tion, but may not increase osteoclastic activity, and this may 
explain why there appears to be a lower risk of osteoporosis 
with LMWH [17]. On the other hand, experimental animal stud- 
ies have shown that unfractionated heparin (UFH) and LMWH 
exert similar unfavorable effects on histomorphometric param- 
eters of cancellous and cortical rat bone [18, 19], and so the 
notion that LMWH is less likely to lead to osteoporosis and bone 
fracture remains somewhat controversial. 

In rats, after the administration of enoxaparin, the ratio of bone 
mineral content to bone mass decreased, bone formation was 
inhibited, and bone resorption was intensified [18]. In a study 
evaluating patients receiving enoxaparin for 3-24 months, a 
modest but progressive decrease in BMD was observed, and the 
authors advised performing densitometry before starting long- 
term anticoagulation, especially in patients with concomitant 
risk factors for osteoporosis. 

According to our knowledge, in the literature, there are few 
patients with PPO possibly associated with LMWH. Goéb et 
al. reported low-back and right-buttock pain and fracture of 
the right sacral ala in a 19-year-old woman treated daily with 
LMWH during her pregnancy [20]. Since she had no potential 
clinical risk factors for osteoporosis, the causal effect of LMWH 
was suggested. In another report, PPO and vertebral fractures 
were observed in a 40-year-old lactating woman who received 


LMWH in the final 2 trimesters of pregnancy [21]. Ozdemir et 
al. showed PPO and vertebral fractures in two patients treated 
with enoxaparin during pregnancy. The first patient’s age was 
34, and the second was 36 years old. The two patients had mul- 
tiple vertebral fractures and decreased BMD and body mass in- 
dexes of 21.9 kg/m2 and 22.4 kg/m2 respectively [22]. Because 
of the risk of abortion, our patient had been immobilized during 
pregnancy. She had a low BMI throughout her adult life. To our 
knowledge, the risk factors for our patient were weight loss, 
physical inactivity, and treatment with LMWH during pregnancy. 
In conclusion, PPO should be included in the differential di- 
agnosis of severe back pain in pregnant and postpartum pa- 
tients. Postpartum women presenting with the sudden onset 
of low-back pain, along with a diagnosis of a herniated disc 
or a mechanical low-back pain, PPO should be considered in 
the differential diagnosis. Especially in patients with low BMI 
using LMWH during pregnancy, we think that the risk is higher 
for PPO. In addition to the use of LMWH, immobilizing lowers 
the patient’s risk of abortion, but we believe that it further in- 
creases the risk for PPO. In these patients, the diagnosis should 
be confirmed by MRI. Early radiographs are often inconclusive 
but are necessary. However, the diagnosis of PPO may be de- 
layed. MRI may be a better imaging method for breastfeeding 
mothers. 
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Ozet 

Sepsis-iliskili ensefalopati enfeksiyona sistemik yanita ikincil gelisen yaygin bir 
beyin fonksiyon bozuklugudur ve yiiksek mortalite orant ile iliskilidir. Biz 4 yasin- 
daki sepsis-iliskili ensefalopati gériilen bir erkek hastay! sunduk. Hasta karin ag- 
ris! ve kusma ile basvurdu. Yatisinin ikinci giiniinde, dikkat bozuklugu, konfiizyon 
ve deliryumun eslik ettigi biling bozuklugu gelistirdi. Rutin laboratuar testleri, be- 
yin manyetik rezonans goriinttileme ve beyin omurilik sivis! incelemesi normaldi. 
Elektroensefalografide sag hemisferde epileptiform desarjlarin eslik ettigi ylik- 
sek voltajli yavas dalga aktivitesi izlendi. Hasta acilen ameliyata alindi ve torti- 
6z, gangrenéz Meckel divertikiilli ve komsulugundaki ince bagirsaga uzanan iske- 
mi alan! goriildii ve bu alanlar cikarildi. Hastanin tictincil giin bilinci normale dondii 
ve izlemde sekelsiz olarak taburcu edildi. Sepsis-iliskili ensefalopati hastalarinda 
k6tdi prognozun tistesinden gelmek icin, belirtilerinin erken taninmasi ve altta ya- 
tan nedenin uygun tedavisi cok 6nemlidir. 
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Abstract 

Sepsis-associated encephalopathy (SEA) is a diffuse brain dysfunction secondary 
to the systemic response to infection and is associated with high mortality rate. 
We report a 4-year-old boy with SEA. He presented with abdominal pain and vom- 
iting. On the second day of admission, he developed consciousness disturbance 
with impaired attention, confusion and delirium. Routine laboratory tests, brain 
magnetic resonance imaging and cerebrospinal fluid examination were normal. 
Electroencephalography (EEG) showed high-voltage slow wave activity on the 
right hemisphere with epileptiform discharge. He immediately underwent surgery 
and a torsed, gangrenous Meckel’s diverticulum with extension of ischemia to ad- 
jacent small bowel was seen and resected. His consciousness had become normal 
by the third day and he was discharged without any sequela. To overcome a poor 
prognosis in patients with SEA, the early recognition of the symptoms of SEA and 
also appropriate treatment of the underlying cause are essential. 
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Introduction 

Sepsis-associated encephalopathy (SEA) is the most common 
form of encephalopathy in intensive care unit and has been as- 
sociated with a higher mortality rate [1]. An encephalopathy 
with variable severity is found to occur in 9-71% of septic adult 
patients [2]. The frequency of SEA or any other neurologic dis- 
ability has not been demonstrated in children with sepsis [3]. 
Meckel diverticulum is the most common congenital abnormal- 
ity of the gastrointestinal tract, resulting from the failure of 
obliteration of omphalomesenteric duct. The majority of pa- 
tients with Meckel diverticulum are asymptomatic. Only 4-6% 
of Meckel’s diverticulum is symptomatic [4,5]. Hemorrage, in- 
testinal obstruction and inflammation are the most common 
complications related with Meckel’s diverticulum [4]. Axial tor- 
sion and gangrene of Meckel’s diverticulum are the rarest com- 
plications, especially in children [6]. 

We report a 6 years old boy with SEA complicating the torsion 
of Meckel’s diverticulum. 


Case Report 

A 6-year-old boy presented to the emergency department with 
abdominal pain and vomitting. On admission, the clinical ex- 
amination revealed minimal periumblical pain. The leucocyte 
count was elevated at 18000/mm3 with 87 percent segmented 
neutrophils. Also C-reactive protein was 69.1 mg/dl (normal < 
5). The ultrasound examination was normal. On the second day 
of admission, he developed consciousness disturbance with im- 
paired attention, confusion and delirium. His psychomotor de- 
velopment had been normal and there was no family history 
of neurological disorders. On neurological examination, he was 
confused; he could speak but could not give accurate answers to 
questions. There was no motor impairment or meningeal sign. 
Routine laboratory investigation findings were normal including 
venous blood gas, blood lactate, glucose, electrolytes, liver and 
kidney function tests, TSH, free T4, ammonia. The brain mag- 
netic resonance imaging and cerebrospinal fluid examination 
showed no abnormality. Electroencephalography (EEG) showed 
high-voltage slow wave activity on the right hemisphere with 
epileptiform discharge. Spike-slow wave complex discharge 
was seen with 1-3 Hz frequency on the right temporoparietal 
region (Figure 1). The ultrasound examination on the second 
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Figure 1. The EEG of the patient on the second day showing high-voltage slow 
wave activity on the right hemisphere with epileptiform discharge on the right 
temporoparietal region 


day was abnormal with fluid in the abdominal cavity. He had 
immediately undergone surgery. At exploration, the peritoneal 
cavity was filled with serohemoragic fluid. The appendix and 
cecum was normal. A torsed and gangrenous Meckel’s diver- 
ticulum with extension of ischemia to adjacent small bowel was 
seen and resected. His consciousness had become normal by 
the third day. The EEG on the sixth day was normal. He was 
discharged on the seventh day after operation without any se- 
quela. 


Discussion 

Sepsis-associated encephalopathy is a reversible dysfunction 
of the central nervous system that has a wide spectrum of clini- 
cal presentations from stupor and coma to severe agitation and 
irritability [2]. 

The pathogenesis of SEA is likely to be multifactorial [1]. En- 
cephalopathy is not directly due to the toxin release from a 
microorganism. SEA is more likely caused by the mediators of 
inflammation (such as interferon alpha, interleukin 1 beta or 
tumor necrosis factor-alpha) which have a direct effect on the 
function of neurons and the blood-brain barrier. Also microcir- 
culatory failure, activation of complement system, mitochon- 
drial dysfunction alter brain function [2]. 

Evidence of extracranial infection with impaired mental state 
is necessary for the diagnosis of SEA. Sometimes finding the 
focus of extracranial infection may be difficult. So intracranial 
infections such as encephalitis, meningitis and brain abscess 
should be excluded by using lumbar puncture, computed tomog- 
raphy or magnetic resonance imaging [1]. In our patient, we 
also excluded intracranial infection. Our patient’s brain mag- 
netic resonance imaging and cerebrospinal fluid examination 
showed no abnormality. There is no diagnostic test with high 
specificity for SEA. Blood culture positivitiy is less than 50% 
of SEA patients [1]. Brain imaging methods such as computed 
tomography or magnetic resonance imaging are not definitive. 
Electroencephalography (EEG) is the most sensitive diagnostic 
tool for SEA and especially useful in the intensive care moni- 
toring of patients with sepsis [7]. Also disturbances detected 
by EEG correlate with the severity of SEA [2,7]. Generally, the 
electroencephalogram findings of the patient with SEA dem- 
onstrate diffuse cerebral dysfunction [7-9]. Hosokawa et al re- 
ported that the incidence of EEG abnormalities during sepsis 
ranged from 12% to 100% for background abnormality and 6% 
to 12% for presence of triphasic waves. Also in patients with 
SEA, epileptiform discharges and electrographic seizures were 
also defined [10]. In our patients, EEG showed right hemisphere 
dysfunction with epileptiform discharge. 

In conclusion, SEA is the one of major complication of sepsis 
and has a high mortality rate. Also neurodevelopmental and be- 
havioral outcomes are poor. The children with SEA have delayed 
neurodevelopment, low verbal IQ, decline in school performance 
and low intelligence at short-term follow-up [11]. To overcome 
a poor prognosis in patients with SEA, the early recognition of 
the symptoms of SEA and also appropriate treatment of the 
underlying cause are essential. Electroencephalography is a di- 
agnostic tool which helps us for determining the mental status 
of the patient. 
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Ozet 

Ust septal fasikiiler ventrikiiler tasikardi, idiyopatik fasikiller ventrikiler tasikardi 
subtipleri arasinda olduk¢a nadir gériilen bir tasikardidir. Ust septal fasikiiler tasi- 
kardi anterograd yolunda posterior fasikiilii, retrograd yolunda ise septal fasiktilti 
kullanmaktadir. Dar QRS morfolojisi ve normal aks 6zelliZine sahip bu tasikardinin 
elektrokardiyografik bulgular! supraventrikiiler tasikardi ile karistirilabilmektedir. 
Biz burada His-Purkinje sisteminin proksimalinden kaynaklanan olduk¢a nadir bir 


fasikiiller tasikardi alt tipini raporladik. 
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Abstract 

Upper septal fascicular ventricular tachycardia is a very rare form of idiopathic 
fascicular ventricular tachycardia. Upper septal fascicular tachycardia uses the 
posterior fascicle as the anterograde limb and the septal fascicle as the retro- 
grade limb. When evaluating the electrocardiography for this form of tachycardia, 
the presence of narrow QRS morphology and normal axis may be misinterpreted 
as supraventricular tachycardia. Here, we report a very rare subtype of fascicular 
tachycardia that originates more proximally in the His-Purkinje system at the 


base of the heart. 
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Introduction 

Idiopathic fascicular ventricular tachycardia (VT) of the left ven- 
tricle is a rare type of VT. It occurs predominantly in young males 
(15-40 years old). Unlike idiopathic right ventricular outflow 
VT, which usually occurs as either nonsustained or sustained 
monomorphic VT, idiopathic fascicular left VT usually occurs as 
sustained monomorphic [1]. Verapamil-sensitive fascicular VT 
is the most common form of idiopathic left VT. The mechanism 
of this tachycardia is reentry within the left-sided specialized 
conduction system. The most common form of these tachy- 
cardias affects the posterior fascicle and is therefore known 
as posterior fascicular VT. Left posterior fascicular VT exhibits 
right bundle branch block (RBBB) morphology and superior axis. 
A less common form, left anterior fascicular VT shows RBBB 
morphology and right axis. A very rare form affecting the septal 
fascicle, known as upper septal fascicular VT, has narrow QRS 
morphology and normal or right axis deviation [2-4]. 


Case Report 

A 46-year-old female patient was admitted to the cardiology 
outpatient clinic with symptoms of intermittent attacks of pal- 
pitations and discomfort. An initial electrocardiogram (ECG) re- 
vealed that she had sinus rhythm with repetitive nonsustained 
185-190 bpm narrow QRS complex tachycardia without an axis 
deviation (Figure 1). The patient’s complete blood count (CBC), 


Figure 1. Twelve-lead electrocardiogram of nonsustained fascicular ventricular 
tachycardia with narrow QRS morphology and normal axis 


renal function tests, thyroid function tests, and serum electro- 
lyte levels were normal. Echocardiography was performed and 
left ventricular systolic and diastolic functions were normal. 
There was no evidence of structural heart disease. The patient 
used B-blocker medicine at times when she had palpitation at- 
tacks; she refused the chronic antiarrhythmic treatment. We of- 
fered a diagnostic electrophysiological study and planned an 
ablation procedure. 

A quadripolar electrophysiology and radiofrequency ablation 
catheter (7F Marinr ablation catheter, Medtronic, USA) were 
used via the right femoral vein and artery. In the electrophysi- 
ological study, AH-HV intervals were normal. Simultaneously 
with the catheter manipulations, a sustained 187 bpm narrow 
QRS tachycardia with normal axis that was almost identical to 
the clinical tachycardia was induced (Figure 2). Atrioventricu- 
lar dissociation (AV) was observed during tachycardia (Figure 
3). Clinical tachycardia was easily induced with programmed 
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Figure 2. Twelve-lead electrocardiogram of sustained upper septal idiopathic fas- 
cicular left ventricular tachycardia 
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Figure 3. Intracardiac recordings during upper septal fascicular tachycardia with 
atrioventricular dissociation 


electrical stimulations (PES) from right ventricular apex (RVA). 
Tachycardia was not induced with PES from high right atrium 
(HRA) under isoproterenol infusion. During VT, retrograde acti- 
vation of the His bundle was recorded before the onset of the 
QRS complex with a His-ventricular interval that was shorter 
during VT than that during sinus rhythm (26 msn vs. 51 msn 
respectively). Endocardial mapping was made by retrograde 
transaortic approach within the left ventricle. Early Purkinje 
potentials before the onset of QRS were detected by an ac- 
tivation mapping technique during tachycardia. At the upper 
ventricular septum activation mapping during tachycardia, at 
the level od distal His bundle or proximal left bundle branch, 
early Purkinje potential was observed 23 msn before the onset 
of QRS (Figure 4). During tachycardia, five radiofrequency abla- 
tions were performed to the site of earliest Purkinje potential 
(40 W, temperature 42°C -52°C). Due to the proximity to the His 
bundle, RF ablations were performed carefully and for a short 
time. After the procedure, clinical tachycardia was not induca- 
ble with PES from RVA. Following the procedure, a twelve-lead 
ECG revealed no AV complete block and left bundle branch block 
(LBBB) (Figure 5). Following the RFA procedure, the tachycardia 
could not be reinduced, stable sinus rhythm without bursts of 
VT was maintained, and baseline QRS morphology remained 
unchanged. After a follow up of 3 months without antiarrhyth- 
mic drugs, the patient was asymptomatic without new episodes 
of tachycardia. 


Discussion 

Ventricular tachycardias spreading from the anterior and poste- 
rior divisions of the left bundle branch are generally called fas- 
cicular tachycardia. Fascicular tachycardia has been classified 
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Figure 4. Purkinje potential (PP) preceding the onset of QRS during fascicular 
tachycardia at the successful ablation site at the left upper septum 
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Figure 5. Twelve-lead electrocardiogram after tachycardia ablation 


Figure 6. Fluoroscopy of catheter position at successful ablation site 


into three subtypes. First, left posterior fascicular VT with right 
bundle branch block (RBBB) pattern and superior axis deviation. 
Second, left anterior fascicular VT with RBBB pattern and right 
axis deviation. Third, upper septal fascicular VT with a narrow 
QRS and normal axis configuration. Upper septal tachycardia 
usually exhibits incomplete RBBB morphology [4]. Rare cases 
exhibiting LBBB (precordial R wave transition between V3 and 
V4) and a normal frontal plane axis have been reported [5]. The 
most common form of fascicular tachycardia is the posterior 
fascicular type, which accounts for nearly 90% of the cases. 
Left anterior fascicular VT is uncommon (approximately 10%), 
and left upper septal fascicular VT is very rare (less than 1%). 


Overwhelming evidence suggests that idiopathic fascicular left 
ventricular tachycardia is caused by a re-entrant circuit incor- 
porating the Purkinje system with an excitable gap and slow 
conduction area [4]. Upper septal idiopathic fascicular tachy- 
cardia uses portions of the posterior fascicular normal Purkinje 
fibers as the anterograde limb (which can be considered an or- 
thodromic form of posterior fascicular VT) and the septal fas- 
cicular abnormal Purkinje fibers as the retrograde limb. There is 
simultaneous passive activation of the right bundle branch and 
anterior fascicle; this accounts for the relatively narrow QRS, 
which can be very similar to baseline QRS [4]. In our patient, the 
QRS morphology of the tachycardia was similar to the baseline 
QRS morphology of the twelve-lead ECG at admission. Upper 
septal fascicular tachycardia is often associated with a his- 
tory of ablation of a typical posterior fascicular VT, although 
our patient had not undergone this procedure. The fascicular 
tachycardia circuit can be constructed from the observations 
during VT. During fascicular tachycardia two distinct potentials 
can be observed before the ventricular electrogram, namely the 
Purkinje potential (PP) and pre-Purkinje potential (pre-PP), also 
designated P2 and P1 respectively. In upper septal fascicular 
tachycardia, Purkinje potentials were activated in a reverse di- 
rection to that of left posterior fascicular tachycardia; namely, 
pre-Purkinje potential (P1) was activated retrogradely but the 
Purkinje potential (P2) was activated anterogradely. Purkinje po- 
tential (PP or P2) , first described by Nakagawa et al. [6], repre- 
sents the activation of the left posterior fascicle or the Purkinje 
fibers near the left posterior fascicle; this potential precedes 
the onset of QRS during tachycardia. The pre-Purkinje poten- 
tial ( pre-PP or P1) was first described by Tsuchiya et al. [7]. It 
represents excitation at the entrance to the specialized zone in 
the ventricular septum which has decremental properties and is 
sensitive to verapamil. Pre-PP potential precedes PP potential 
during fascicular tachycardia. Nogami et al. [8] observed that 
the interval between PP at the site of successful ablation and 
the onset of the QRS complex during VT was 18+6 msn (643% 
VT cycle length). In our case, at the upper ventricular septum 
activation mapping during tachycardia, early Purkinje potential 
was observed 23 msn before the onset of QRS. At this point 
in the procedure, it was possible to entrain the tachycardia. A 
difference was obtained between the post-pacing interval (PPI) 
and tachycardia cycle length (O msn), with an interval between 
the peak pacing level and the QRS onset equal to the interval 
between the fascicular potential and QRS onset. These findings 
indicate that there was a reentry mechanism and the ablation 
catheter was positioned at the site of the tachycardia circuit. 
Finally, in such cases, ventricular tachycardias reflecting RBBB 
morphology, such as mitral anular VT, intramyocardial reentry 
VT, and interfascicular VT, should be considered in the differ- 
ential diagnosis. The main cause for arrhythmia in this case 
was the reentry mechanism associated with slow entrance of 
calcium into Purkinje fibers. 
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Ozet 

Biz, malign hastaligi olmayan 2 hasta (pndmoni) ve malign hastaligi olan 9 has- 
tada [Kiiciik hiicreli akciger karsinomu (n=3), kticlik hiicreli disi akciZer karsino- 
mu (n=4), non-hodgkin lenfoma (n=1) ve mide kanseri (n=1)] Tumor Protein 53 
(TP53) genindeki heterozigot delesyonu tanimladik. Kromozomal aberant durum, 
sentromer ve 17p13.1 lokusuna 6zellikli problar kullanilarak floresan in situ hib- 
ridizasyon yoluyla analiz edildi. Dokuz kanser hastasinin 3’tinde, histolojik deger- 
lendirme ve/veya kapali plevral biyopsi ile malign plevral eftizyon tespit etmedik. 
TP53 geni heterozigot delesyonu malign hastaligi olanlarda bening plevral efuizyo- 
nu olanlara kiyasla belirgin olarak yliksek olarak bulundu. Sonug olarak, TP53 he- 
terozigot delesyonu malignansi icin bir belirte¢ olabilecegini 6ne stirmekteyiz, bu- 
nunla birlikte bu 6neriyi desteklemek icin biiytik hasta kohortlar1 ile ileri calisma- 
lar gerekmektedir. 


Anahtar Kelimeler 
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Abstract 

We described heterozygous deletion of tumor protein 53 (TP53) gene in 11 pa- 
tients including 2 patients with non-malignant diseases (pneumonia) and 9 pa- 
tients with malignant diseases [including small cell lung cancer (n = 3), non-small 
cell lung carcinoma (n = 4), non-Hodgkin's lymphoma (n=1), and gastric carci- 
noma (n=1)]. Chromosomal aberrant status was analyzed by fluorescence in situ 
hybridization with centromere specific and 17p13.1 locus specific probes. In 3 
of 9 cancer patients we did not find malignant pleural effusion with histological 
examination and/or closed pleural biopsy. Heterozygous deletion of TP53 gene 
was found to be significantly higher in patients with malignant disease when 
compared to the patients with benign pleural fluid. As a result, we suggest that 
heterozygous deletion of TP53 may have indicator value for malignancy; however 
further studies are warranted to confirm this suggestion in large patient cohorts. 
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Introduction 

Malignant pleural effusion (MPE) is a common complication in 
patients with advanced cancers, occurring in 15% of cancer-re- 
lated deaths. MPE is thought to be caused by the hyper perme- 
ability of microvascular tissue or invasion of cancer cells into 
lymphatic vessels. Most pleural effusions (PEs) occur with con- 
comitant tumor. However, in a few patients, multiple cytopatho- 
logic examinations of pleural fluid are negative for tumor [1,2]. 
Differential diagnoses of malign and benign pleural effusions 
remain a challenge. The accuracy of cytological examination of 
the diagnosis PEs is about 60% and pleural biopsy contributes 
7-13% [3]. Video-assisted thoracic surgery is the gold standard 
procedure in the diagnosis of PEs; however surgical procedures 
may have several complications. Therefore, avoiding invasive 
procedures with several serious complications lead clinicians to 
try to find non-invasive tests such as pleural fluid biomarkers, 
particularly through the genetic analysis of PEs. 

In humans, TP53 gene is located on the short arm of chromo- 
some 17 (17p13.1) [4]. TP53 is the most altered gene in can- 
cer. TP53 mutation was found to be in more than 50% of hu- 
man cancers. Mutations disabling the TP53 tumor suppressor 
gene represent the most frequent events in human cancer and 
typically occur through a double-hit mechanism involving a mis- 
sense mutation in one allele and a “loss of heterozygosity” de- 
letion encompassing the other [5]. Deletion of TP53 gene has 
not been reported to date in the diagnosis of malignant pleural 
effusion. In the present study, we reported numerical chromo- 
somal status in effusion cells derived from 11 patients with 
malignant and non-malignant diseases by using fluorescence in 
situ hybridization (FISH) with centromere specific and 17p13.1 
locus specific probes for chromosomes 17. 


Material and Method 

The present study was carried out at Siileyman Demirel Uni- 
versity Medical Faculty. All patients were male. Eleven pleural 
effusion specimens were derived from 11 patients including 2 
patients with non-malignant and 9 patients with malignant dis- 
eases. In 3 of 9 patients with malignancy, the pleural effusion 
samples showed non-malignant feature. Closed pleural biopsy 
or medical thoracoscopy performed in these 3 patients indi- 
cated there was no malignancy in pleural fluid. In all these ma- 
lignant cases, metastatic diseases were defined by computed 
tomography (CT) or magnetic resonance imaging (MRI). Cyto- 
logical evaluation was also performed in each sample. 
Fluorescence in situ hybridization 

Fluorescence in situ hybridization targeting TP53 locus was per- 
formed for pleural fluid samples. A direct fluorochrome-labeled, 
dual-color DNA probe cocktail (Cytocell, UK) for P53 -17p13.1 
and reference loci (D17Z1) was hybridized to slides of pleural 
fluid samples. Hybridizations and washings were carried out ac- 
cording to the stringency conditions and the procedures recom- 
mended by the manufacturers. Dual-color fluorescent signals 
were detected and analyzed under epifluorescence microscopy 
equipped with specific filter sets. At least 200 interphase nuclei 
were analyzed and scored by independent investigators. 


Case Series 
The key features of these cases are summarized in Table 1. The 


mean age was found as 75.3 years. Of the 9 malignant patients, 
3 patients have small cell cancer, 4 patients have non-small cell 
cancer, 1 patient has non-Hodgkin's lymphoma, and 1 patient 
has gastric cancer. The diagnosis of 2 patients with benign dis- 
ease was pneumonia. There were lower levels of heterozygous 
deletion in TP53 gene in patients with benign disease (cases 
10-11) and patients with malign disease non-malignant pleu- 
ral fluid (cases 1-3) when compared to patients with malignant 
pleural fluid (cases 4-9). TP53 gene deletion ratio in patients 
with benign pleural effusions was detected at less than 10% 
while the ratio in patients with malign effusion was found over 
10% (table 1, figure 1). 


Table 1. The Heterozygous Deletion of P53 and Patients Characteristics 


Case Age Origin/Histology/Stage Pleura Fluid Heterozygous 
Deletion of p53 
Gene (%) 

1 59 Small cell cancer, Limited Non-malignant 3.6 
stage 

2 60 = Small cell cancer, Non-malignant 1.2 
Advanced stage 

5 61 Non-small cell cancer, Non-malignant 5.9 
adenocarcinoma, stage 
IIIB 

4 73 Gastric adenocarcinoma, Malignan 9.2 
stage IV 

5 66 = Small cell cancer, Malignan 17,2 
Advanced stage 

6 58 —_Non-small cell cancer, Malignan 36.2 
adenocarcinoma, stage IV 

7 67 Non-small cell cancer, Malignan 25.2 
NOS, stage IV 

8 79 Non-Hodking’s Lymphoma = Malignan 15.3 

9 86 —Non-small cell cancer, Malignan 21 
adenocarcinoma, stage IV 

10 56 Pneumonia Non-malignant 0.65 

11 88 Pneumonia Non-malignant 1.35 


Figure 1. Interphase fluorescence in situ hybridization (FISH) results. FISH using 
P53 (TP53) gene deletion probe, reveals Green(G); chromosome D17Z1 locus, 
Red(R); chromosome 17p13.1 (P53 gene). Blue; DAPI. Normal nuclei: 2G/2R, Nuclei 
with P53 deletion: 2G/1Rv 


Discussion 

Cancer is one of the main causes of exudative PEs. Many of the 
biochemical markers in pleural fluid are currently being investi- 
gated and/or utilized in the clinic. However, the differential di- 
agnosis is still difficult because the mechanism of PE formation 
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is multifactorial and not completely understood. Furthermore, 
detecting malignant and non-malignant effusion is still a chal- 
lenging issue; biological behavior and differentiation of each 
malignant cell are different. For this purpose, genetic studies 
of pleural effusion have been reported [6]. But the detection of 
TP53 gene heterozygous deletion in pleural fluid has not been 
reported to date. Therefore in the present paper, we hypoth- 
esized that heterozygous deletion of TP53 gene could be a ben- 
eficial candidate in the differential diagnosis of MPEs. 

We found higher levels of heterozygous deletion of TP53 in 
PEs of malignant origin than in PEs of benign origin. However, 
malignant patients with benign pleural effusion had TP53 gene 
deletion similar to PEs of benign origin (table 1). Cora et al, 
found that there is an association between chromosomes an- 
euploidies and pleural effusion cell status [6]. The FISH method 
was used in this study. In another genetic study of pleural fluid, 
p16 gene homozygous deletion in pleural effusion was found to 
be strongly related to malignant status and higher metastatic 
potential [7]. The same method was used for genetic testing in 
this study. 

Fluorescence in situ hybridization is a cytogenetic technique 
that uses fluorescent probes that bind to only those parts of 
the chromosome with a high degree of sequence complementa- 
rity. Its role seems to increase in detecting the characterization 
of chromosomal rearrangements and marker chromosomes, 
the detection of micro deletions, and the prenatal diagnosis 
of common aneuploidies [8-10]. By using an interphase-FISH 
technique, specific genetic aberrations have been reported in 
effusion samples of patients with cancer [11,12]. The FISH 
technique, as seen in our series, may be a safe method in the 
differential diagnosis of malignant and benign pleural effusion. 
P53 is the most altered gene in cancer. More than 50% of hu- 
man cancers are afflicted with a TP53 mutation. The previous 
studies suggested that the use of p53-antibodies has potential 
diagnostic value for several cancers [13,14]. But TP53 mutation 
has not been evaluated in body fluid samples for cancer diag- 
nosis. For this reason our results may be important. However, 
the number of cases is quite small and it is not a homogeneous 
group. Despite these limitations, we believe that future genetic 
studies may be planned in the light of the present report. 
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Gzet 

Pleomorfik adenom genellikle biiyiik tikiiriik bezlerinde, en sik parotis bezinde olu- 
sur. Nazal kavite, nazofarenks, trakea ve 6zefagus gibi alisilmadik pleomorfik ade- 
nom vakalari bildirilmis olmasina ragmen, bizim bildigimiz kadariyla bu mevcut 
vaka nazolabial bolgede ilk rapor edilendir. Bu calismada, bu nadir lezyonun kli- 
nik goriinuimi, cerrahi bulgulari, histopatolojik 6zellikleri ve tedavi zorluklari tar- 


tisilmistir. 
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Abstract 

Pleomorphic adenoma often occurs in the major salivary glands, most commonly 
on the parotid gland. Although unusual cases of pleomorphic adenoma of the 
nasal cavity, nasopharynx, trachea, and oesophagus have been reported, to the 
best of our knowledge the present case is the first reported case in the nasola- 
bial region. In this article, clinical presentation, surgical findings, histopathological 


features, and therapeutic challenges of this rare lesion are discussed. 
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Introduction 

Pleomorphic adenoma (PA), the most common type of benign 
salivary gland tumor, histopathologically consists of epithelial 
and stromal components. PAs usually appear as solitary, pain- 
less, asymptomatic, and slow-growing lesions. Though it is 
classified as a benign tumor, PA may undergo malignant trans- 
formation into carcinoma ex-pleomorphic adenoma, a risk that 
is believed to increase with time [1]. Also it can recur after re- 
section; distant metastases have been reported after long time 
intervals [2, 3]. 

PA often occurs in the major salivary glands, most commonly 
on the parotid gland [4]. The palate is the most affected site 
among the extra-major salivary glands [3, 5]. The nasolabial re- 
gion (NLR) is an unexpected involvement site for these tumors. 
Our study represents a case of a PA of the NLR excised by an in- 
traoral (sublabial) approach. In this article, clinical presentation, 
surgical findings, histopathological features, and treatment of 
this rare lesion are discussed. 


Case Report 

A 21-year-old female presented with a complaint of a painless 
lump, having gradually increased in size, in the right NLR. She 
had first noted the lesion about nine months previously. The 
patient reported no trauma. On palpation the lesion was elas- 
tic, well-circumscribed, movable, painless, and 1.5 to 2 cm in 
diameter. Bimanual palpation of the upper lip was normal. The 
overlying skin and labial mucosa was not fixed. She was found 
to have a mild, barely noticeable asymmetry of the face. No 
other abnormality was noted on otolaryngologic examination. 
She had no significant previous medical history. The mass was 
totally excised with an intraoral (sublabial) approach. An inci- 
sion was made in the oral cavity mucosa along the gingivolabial 
sulcus under local anesthesia. Dissection exposed a smooth, 
well-circumscribed, encapsulated solid mass that was approxi- 
mately 2 cm in diameter (Figure 1). No adhesion to the under- 
lying bone was encountered. The lesion was excised without 
difficulty from the surrounding tissue. The specimen obtained 
was a gray-white lesion, fully encapsulated with normal mar- 
gin (Figure 2). The wound was closed by primary intention. The 
specimen was fixed in 10% buffered formalin and submitted 
for histopathologic diagnosis. The postoperative course was 
uneventful. No additional treatment was required. Subsequent 
follow-up after three years showed no signs of recurrence. His- 
tologically, the material showed a well encapsulated epitelial 
salivary gland tumor. The lesion had a thin fibrous capsule and 
consisted of epithelial and fibromyxoid stromal components. A 
diagnosis of PA was made based on the characteristic histo- 
logical pattern (Figure 3). 


Discussion 

Our study presents a PA of the NLR causing a painless mass 
as the primary symptom. Although unusual cases of PA of the 
nasopharynx, orbital area, trachea, nasal septum, and external 
auditory canal have been reported, to the best of our knowl- 
edge the present case is the first to be reported in the NLR [5]. 
Based on the clinical appearance, the preliminary diagnosis in 
our case was a nasolabial cyst, the most likely tumor found in 
this region. Nasolabial cysts are frequently-asymptomatic de- 


Figure 1. The tumor, after fully released from the surrounding tissue and pulled 
downwards. 


Figure 2. Specimen removed. 


Figure 3. Histological pattern (H-E x 100). 

velopmental masses occurring inferior to the nasal alar region. 
A differential diagnosis of foreign body granuloma, lipoma, 
neurofibroma, myoepithelioma, or other benign mesenchymal 
tumors was also considered. A salivary gland tumor was not 
considered because of its deep location. A fine needle aspira- 
tion biopsy may be performed, but, due to the probable benign 
nature of the lesion, an excisional biopsy was planned. In our 
case, PA may have arisen from minor salivary glands of the 
nasal alar region and expanded to the NLR, possibly explaining 
the unusual location of the PA. 


Journal of Clinical and Analytical Medicine | 169 


Nasolabial Pleomorphic Adenoma 


Tumors arising from the minor salivary glands are uncommon 
clinical entities. Limited information is available in the litera- 
ture on the management of PAs located in the extra-major 
salivary glands. In general, it is suggested that the lesion be 
removed together with the surrounding normal tissue for PA 
treatment [3-5]. However, wide excision of extra-major salivary 
gland PA may not always be possible due to aesthetic concerns, 
therefore resulting in a close surgical margin. In their study, Kuo 
et al. retrospectively investigated 37 patients who had under- 
gone primary surgery for extra-major salivary gland pleomor- 
phic adenoma of the head and neck region and concluded that 
although adequate surgical margins were not always achieved 
during operation, the rate of recurrence was relatively low in 
the 4.5- year average follow-up period [5]. In the present case, 
total excision by a narrow margin via a sublabial approach was 
performed. The lesion was easily released from the surrounding 
tissue with clinically normal margins and the mass appeared 
to be fully encapsulated. Follow-up three years after surgery 
showed smooth healing of the wound with no evidence of re- 
currence. But considering that the capsule may have been infil- 
trated by extension of the tumor, the patient will be followed up 
for at least 10 years due to the risk of recurrence. 

In conclusion, PA should be considered in the differential diag- 
nosis of tumors located in the NLR. Wide surgical excision may 
not be always possible to achieve with adequate surgical mar- 
gins because of aesthetic concerns in this region. Special surgi- 
cal attention must be paid not to rupture the capsule during the 
operation. Long-term follow-up of patients is necessary due to 
the risk of recurrence. 
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Ozet 

Biz vakamizda 6zellikle 3. trimestirda lokal ileri evre serviks kanserinin, sezeryan 
ile dogum esnasinda ovaryan transpozisyon uygulama yontemi hakkinda tartisma- 
yl amacladik. Hastamiz 26 yasinda gebeliginin 29 haftasinda olup 9 giindiir am- 
nios sizintis! devam etmektedir. Steril spekulum incelemesi sirasinda genis servi- 
kal lezyon saptandi. Servikal Biyopsi sonucu invaziv servikal kanser olarak rapor 
edildi. Manyetik rezonans gortinttilemede siipheli sag parametriyal katilimi ile no- 
dal tutulumu olmayan (MRG) 55X 63X 68 mm servikal lezyon, tutulum gosterilmis- 
tir. Non-reaktif fetal durum ve siipheli koryoamnionit 6n tanisi ile elektif sezeryan 
planlandi. Otuzuncu gebelik haftasinda elektif sezeryan ve bilateral ovaryan trans- 
pozisyon uygulandi. Pelvik radyasyon, eksternal brakiterapi ileri evre serviks kan- 
seri igin standart tedavi olarak uygulandi. Geng kadinlarda gebeligin 3. trimesti- 
rinda fetal mattirite saglandiginda sezeryan uygulamasina ilave ovaryan transpo- 
zisyon uygulanmasi 6nerilmelidir. 
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Abstract 

We aimed to discuss about management of pregnancy with locally advanced cer- 
vical cancer, especially at the third trimester with ovarian transposition concomit- 
tant with cesarean delivery.A 26 year old patient who was at the 29th week of 
gestation had amniotic leakage for 9 days. During the sterile speculum examina- 
tion, a large cervical lesion was detected.The cervical biopsy revealed invasive 
squamous cervical cancer. An magnetic resonance imaging(MRI) showed 55X63X- 
68mm cervical lesion with suspicious right parametrial involvement, and no nodal 
involvement.An elective cesarean delivery decision was taken due to non-reas- 
suring fetal status and suspicious chorioamnionitis.At 30th week of gestation, an 
elective cesarean delivery with bilateral ovarian transposition was performed.Pel- 
vic radiation, including external beam and brachytherapy, has been the standard 
treatment of advanced cervical cancer.During the third trimester, fetal maturity is 
awaited and a caesarean section followed by standard treatment is proposed and 
the ovaries can be preserved with ovarian transposition in young women. 
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Introduction 

Cervical cancer is relatively uncommon during pregnancy, how- 
ever, it is the most commonly diagnosed gynaecological ma- 
lignancy during pregnancy: incidence rates vary from 0.1 to 12 
per 100,000 pregnancies[1,2]. The managament is difficult and 
some individualized factors such as diagnosed time of gesta- 
tional age, patient desire, tumor size, diseases stage, histol- 
ogy, maternal and fetal risks can effect management. We pres- 
ent a case who had pregnancy with cervical cancer that was 
diagnosed at the third trimester. We aimed to discuss about 
management of pregnancy with locally advanced cervical can- 
cer, especially at the third trimester with ovarian transposition 
concomittant with cesarean delivery 


Case Report 

A 26 year old patient who was at the 29 th week of gestation 
had amniotic leakage for 9 days. During the sterile speculum 
examination, a large cervical lesion was detected. The cervi- 
cal biopsy revealed invasive squamous cervical cancer. She was 
referred to our clinic for follow-up and treatment. Speculum 
and pelvic examination revealed a 5 cm cervical mass on the 
anterior lip of the cervix, upper vaginal involvement and suspi- 
cious right parametrial involvement. The rupture of membranes 
(PPROM; preterm premature rupture of membrane) was con- 
firmed. An magnetic resonance imaging (MRI) showed 55X 63X 
68 mm cervical lesion with suspicious right parametrial involve- 
ment, and no nodal involvement (Figure1-2). 


Figure 1. Sagittal T2 weighted MR image shows cervical carcinoma invading the 
cervical stroma and posterior fornix of the vagina (arrows). Upper part of the 
cervical canal (arrow head) can be normally seen. Fetal head (asterix) is located 
beside the cervix 


Figure 2. Coronal T2 weighted MR image shows cervical carcinoma invading the 
cervical stroma and minimally parametrium (arrows). Fetal head (asterix) is lo- 
cated above the cervix. 


The fetal biometry and well being was evalauted. Delaying 
treatment to gain time for fetal maturity was choosen. A sin- 
gle course antenatal corticosteriod was given. The fetus and 
maternal status were evaluated regularly. The white blood and 
erythrocyte sedimentation rate (ESR) were 9000/ mm3, and 96 
mm/h, respectively. An elective Cesarean delivery decision was 
taken due to non-reassuring fetal status and suspicious chorio- 
amnionitis. At 30 th week of gestation, an elective cesarean de- 
livery with bilateral ovarian transposition was performed. The 
patient was referred to radiotherapy after postpartum period. 
The baby had no abnormalities with follow-up ranging from 
birth to 10 months. The patient was still undergoing treatment 
when her case was reported. 


Discusson 

Cervical cancer is the most commonly diagnosed gynaeco- 
logical malignancy during pregnancy. 70% of cervical cancers 
during pregnancy are diagnosed at stage | [3]. The most com- 
mon symptom is vaginal bleeding, as well as vaginal discharge. 
Symptoms can be mistaken for complications of pregnancy, and 
diagnosis delay occurs if the level of suspicion is low. The di- 
agnostic approach to cervical cancer during pregnancy is simi- 
lar to that of nonpregnant women. Cervical cancer is staged 
clinically by clinical examination, in pregnant women, especially 
after the second trimester and beyond, clinical examination can 
be difficult[1,4]. Also, during pregnancy physiological cervical 
changes at cervical tissue such as oedem, increased vascular- 
ity, and hypertrophy may change tumor size, as well as stage. 
For diagnosing and staging MRI can be used. MRI does not sub- 
ject the fetus to ionizing radiation and may play an important 
role in the initial evaluation of the pregnant patient with cervi- 
cal cancer. MRI can help determine tumour size in three dimen- 
sions, stromal invasion, vaginal and parametrial invasion, and 
also lymph node infiltration[5]. 

Multidisciplinary approach is recommended for treating a preg- 
nant patient with cervical cancer. If pregnancy preservation is 
not aimed, management is similar to nonpregnant women. If 
pregnancy preservation is desired, the tretament choices can 
depend on before diagnosed 20- 22 weeks or after. For preg- 
nant women with early stage disease (FIGO: IA2, IB1, 2A) di- 
agnosed after 20 weeks of gestation, treatment may be de- 
layed until the fetus has gain maturity[1,4]. An individualized 
treatment plan should be determined, regarding fetal maturity, 
however, delaying treatment beyond 32-34 weeks is not recom- 
mended. A Caesarean section may be chosen instead of vaginal 
delivery due to potential for haemorrhage, and the possibility of 
tumour implantation at episiotomy sites[6,7]. During pregnancy, 
surgery can be performed safely by skilled surgeons and an- 
aesthetists. We started the operation with pfannenstiel incision 
and after cesarian section, peduncle of over was freed and was 
sutured outside the pelvis (Figure3). 

When the pregnancy is terminated, the patient can be treated 
according to the stage of the disease. Pelvic radiation, includ- 
ing external beam and brachytherapy, has been the standard 
treatment of advanced cervical cancer. In younger women who 
referred to irradiation or radical hysterectomy, the ovaries can 
be preserved both hormonal and surrogate-assisted reproduc- 
tive function[8]. Ovarian transposition is proposed as a way to 
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Figure. 3. The level of bilateral ovarian tansposition by marked metal clips at 
inferior ovarian edge. 


preserve ovarian function in patients receiving pelvic radiation 
therapy. 

The gestational week is the most important factor to decide 
for management of cervical cancer during pregnancy. During 
the third trimester, fetal maturity is awaited and a caesarean 
section followed by standard treatment is proposed. Multidis- 
ciplinary approach is mandatory regarding obstetrician, gyne- 
cologic oncology expert, radiation oncologist, neonatal special- 
ist, oncologist, as well as with the patient and her relatives. 
There are no specific guidelines for the treatment of locally 
advanced cervical cancer during third trimester pregnancy. In 
young patients ovarian transposition during cesarean section 
is proposed as a way to preserve ovarian function in patients 
receiving pelvic radiation therapy. 
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Ozet 

Dogumsal olarak asimetrik biiyiiklikte alt ekstremiteleri olan 4 yasinda bir erkek 
hastay! sunmay! amacladik. Olgunun dogum sonrasindan itibaren yaptlan radyolo- 
jik degerlendirmesinde, sol alt ekstremitesinde ekstremitenin yas arttikca olan bu- 
yiimesine eslik eden ve biiyk oranda kalcadan itibaren ekstremite boyunca ayak 
diizeyine uzanim gésteren ve radyolojik modalitelerde genis yagli dokuyu isaret 
eden lezyon identifiye edildi. Ayak diizeyine yapilan cerrahi girisim ile eksize edi- 
len dokunun histopatolojik degerlendirmesinde fibrolipom tanisi kondu. Bu, pedi- 
atrik hasta grubunda tiim ekstremiteyi kaplayan dev fibrolipom lezyonu olarak na- 


dir bir durumdur. 
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Abstract 

We present the case of a 4-year-old boy with congenitally asymmetrical lower 
extremities, his left being bigger than his right. The patient underwent imaging 
modalities after birth; a huge lipomatoid proliferation on his left thigh extended 
throughout the limb from the hip to the distal foot, showing isointensity with 
lipoid tissue. After surgical resection of his left foot, fibrolipoma was diagnosed. A 


giant fibrolipoma of the whole extremity occurring in a pediatric patient is a rarity. 
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Introduction 

Lipomas are one of the most common benign mesenchymal 
soft tissue tumours of mature adipose tissue. Histologically, 
lipomas are classified into groups of simple lipomas, angiolipo- 
mas, angiomyolipomas, fibrolipomas, mixolipomas, lipomatosis, 
lipoblastoma, myelolipomas, spindle cell lipomas, hybernomas, 
and atypical lipomas, etc., according to the World Health Or- 
ganization (WHO) classification [1]. Within these subtypes of 
lipomas, fibrolipoma is a rare subtype that is composed of adi- 
pose tissue separated by septations of connective tissue [2]. 
Fibrolipomas are commonly located subcutaneously; they can 
grow to huge dimensions or can become a nodular exophytic 
lesion. If there are cutaneous fibrolipomas caused by trauma, 
ischaemia and infarction lead to amorphous calcifications and 
fibrosis. They can also present with cartilaginous and/or osse- 
ous metaplasia [3]. 

In this report, we present a rare example of a giant fibrolipoma 
extending throughout a whole extremity in a child. 


Case Report 

Here we present the case of a 4-year-old boy with asymmetri- 
cal diameters of the lower extremities. His left thigh diameter 
had become thicker than the right one after birth. His family 
had also noticed that he could not wear the same shoe size, as 
his left foot was bigger. After clinical examination he underwent 
an imaging procedure. His anteroposterior radiograph (Figure 
1) showed left thigh thickening, especially in the femoral side. 
Then on magnetic resonance (MR) images, a lesion overlying 
the left thigh from the hip to the foot distally was observed. 
On T1 and T2 weighted series (Figure 2,3), the lesion aspect 
showed hyperintensity; after fat saturation sequences (Figure 
4), the lesion side showed signal loss, indicating lipoid tissue 


Figure 1. AP radiography image shows an increase in the left lower limb diameter, 
more in the upper side. Especially fatty tissue thickening in the lateral aspect. 


Figure 2. T1 weighted MR images; in coronal image lipoid tissue thickening seen 
in the lateral side of the femoral part of the thigh and in the sagittal image from 
foot and distal cruris. 


Figure 3. Sagittal T1 weighted MR images; thickening in the fatty tissue is shown, 
especially over the foot. 


content. Histopathological results of a biopsy of the dorsal foot, 
where the lesion reached, indicated a fibrolipoma. Because of 
the lesion extending throughout the whole lower limb, it is 
named a giant fibrolipoma. Besides the radiological evaluation, 
laboratory tests and genetic analyses were applied but no cor- 
relation was found with any syndrome related to the lesion. 


Discussion 

Lipomas are tumours composed of mature adipocytes, mesen- 
chymal primordial fat tissue cells, in the adipose tissue; they 
are one of the most common benign tumours. The etiology is 
not well known and they can be seen as sporadic cases or as re- 
lated to inheritance [4]. Fibrolipomas, rare subtypes of lipomas, 
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Figure 4. Coronal fat saturation proton density image shows hypointense fatty 
thickening in the lateral aspect of the femoral side in the left thigh. 


may develop in the subcutaneous fat tissue, oral cavity, phar- 
ynx, larynx, esophagus, trachea, colon, parotid gland, and sper- 
matic cord [5]. Although fibrolipomas may be seen anywhere in 
the body that contains fatty tissue, they commonly appear on 
the neck, trunk and upper limbs. Lower extremity localisation is 
not common [6]. Nerve fibrolipoma, spindle cell lipoma, subder- 
mal fibrous hamartoma, mixolipomas, sclerosing liposarcoma, 
myolipoma, and nuchal fibroma should be considered in the dif- 
ferential diagnosis of fibrolipomas. Although they are known as 
benign neoplasms, the literature has reported some cases of 
liposarcoma, a malign transformation [7]. Giant lipomas of at 
least 10 cm in diameter or of a minimum weight of 1000 grams 
are most probably thought to be liposarcomas. The diagnosis of 
liposarcoma should be considered when the lesion is more than 
10 cm in diameter and is growing quickly over a short period 
of time [8]. Histopathological criteria of invasion, mitosis, ne- 
crosis, and cellular atypia, together with the lipoblast, indicate 
malignancy. 

The clinical presentation, treatment of choice, and the progno- 
sis of fibrolipomas do not differ prominently from other types of 
lipomas. The management occasionally is surgical excision as a 
cure. Although they are known as benign tumours, the literature 
reports that there can be recurrences or malign transforma- 
tions following the postoperative process [4]. 

In our case, postpartum macrodactyly was identified in the 2. 
Phalanx. During radiologic examination, fibro-adipose tissues 
on the plantar and dorsal areas of the foot were identified dur- 
ing the early postpartum period. After the child started to walk, 
he had difficulties with the movements of his left foot; he then 
underwent a surgical operation. Because of this, fibro-adipose 
tissue was excised from the plantar side localisation. Following 
this process, histopathological results of the excisional material 
indicated a diagnosis of fibrolipoma, a rare subtype of lipomas. 
Because the lesion extended throughout the whole extremity, 
from the hip to the distal foot, as the child grew, asymmetry 
in the lower extremities became more pronounced. This led cli- 
nicians in the orthopaedics department to make the decision 
to perform a surgical operation on his left extremity before he 
entered school. 


As a result of this case, that of a rare giant fibrolipoma in a 
child, our clinical experience expanded. We want others to be 
aware that when lipomatoid tumours are suspected in a patient 
based on the clinical and radiological findings, histopathologi- 
cal examination should also be performed. 
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Ozet 

Akut pankreatit pankreasin ani inflamasyonu ile karakterizedir. Hipertrigliseride- 
mi akut non-bilier pankreatitin 6nemli fakat genellikle atlanan, goreceli olarak na- 
dir rastlanan bir nedenidir. Aferez cogunlukla konzervatif tedaviye yanit vermeyen 
hiperlipidemik olgularda uygulanir. Bu olgu sunumunda tip | hiperlipidemi ve tek- 
rarlayan pankreatit ataklari olan bir hastada erken plazmaferez uygulamas! 6rne- 


gi verilmektedir. 
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Abstract 

Acute pancreatitis is characterized by a sudden inflammation of the pancreas. 
Hypertriglyceridemia is an important but usually unnoticed, relatively rare cause 
of acute non-biliary pancreatitis. Apheresis is mostly an option for hyperlipidemic 
cases failing to respond to conservative therapy. This study reports a case of 
acute necrotizing pancreatitis with a medical history of type | hyperlipidemia and 


recurrent attacks of pancreatitis for which early plasmapheresis was performed. 
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Introduction 

Acute pancreatitis (AP) is characterized by s sudden inflam- 
mation of the pancreas in which tissue architecture may be 
conserved (except interstitial edema and inflammatory cells 
in acute edematous pancreatitis) or destroyed by hemorrhagic 
and necrotic areas (in acute hemorrhagic/necrotizing pancre- 
atitis). Inappropriate activation of pancreatic enzymes and then 
the autodigestion of pancreatic tisssue form the basis of the 
pathophysiology of AP. Focal or extensive fat necrosis can be 
revealed under a microscope in necrotizing form. Severity of 
the disease is based on clinical symptoms and laboratory and 
radiological findings. Mild disease cases usually recover un- 
eventfully. However, local or systemic complications with organ 
dysfunction are inevitable if the disease is severe. Most cases 
are related to alcohol use or to biliary stones. 

Severe hypertriglyceridemia is the most common cause of 
acute pancreatitis after biliary stones and alcohol use, accord- 
ing to the literature [1,2]. Hypertriglyceridemia is an important 
but unnoticed cause of acute non-biliary pancreatitis, respon- 
sible for approximately 3% of all acute pancreatitis cases [3]. 
On the other hand, acute pancreatitis occurs in 12-38% of hy- 
perlipidemic patients [2,4]. Local excessive release of free fatty 
acids and lysolecithin from lipoprotein substrates exceeding the 
transport capacity of albumin, and therefore the development 
of injury in acinar cells and microvascular membranes, is the 
probable cause of acute pancreatitis in hyperlipidemic patients 
[5,6]. The main target of treatment is to lower serum triglyc- 
eride level and to repress the systemic inflammatory response. 
Patients with excessively elevated triglyceride levels need a 
fast and effective lowering of these levels in order to prevent a 
severe pancreatitis episode, so immediate apheretic treatment 
may be an option for a rapid lowering of these levels. Recently, 
the use of plasmapheresis for treating patients with severe hy- 
pertriglyceridemia has not only been confirmed in a number of 
studies, but has also been suggested by the American Society 
for Apheresis (ASFA) Committee on Clinical Applications [7]. 


Case Report 

A 22-year-old male patient presented to the emergency room 
with abdominal pain and vomiting. The pain, which was obscure 
and localized from the upper part of the umbilicus to the lumbar 
region, had started early in the morning. Intermittent exacerba- 
tions, relieved by bending forward, and nausea and vomiting 
were other characteristics of the pain. His medical history was 
positive for continuous drug use to treat type | hyperlipidemia 
and past hospitalizations due to acute pancreatitis episodes; 
he had no related family history. Physical examination was un- 
remarkable other than tenderness in the periumbilical region 
on superficial and deep palpation. There was no pathological 
finding on arterial blood gas analysis, postero-anterior chest 
X-ray, or electrocardiogram. Serum triglyceride and amylase 
levels were found to be high (2142 mg.dL-1 and 268 IU.L-1 
respectively) in biochemical investigation. Minimal pleural effu- 
sion in scanned sections of the thorax, minimal ascites, diffuse 
enlargement of pancreatic size, lack of contrast enhancing on 
pancreatic head and body, and peripancreatic fluid collection 
consistent with acute necrotizing pancreatitis were determined 
on CT scan. The patient was taken into the intensive care unit 


(ICU). 

Crash fluid rescucitation, pain relief, cessation of oral intake, 
antihyperlipidemic agents, insulin, and low molecular weight 
heparin were the early approaches for treatment. Plasma- 
pheresis with fresh frozen plasma (FFP) was performed at the 
second hour of hospitalization. Serum triglyceride level was re- 
duced to 270 mg.dL-1 after the procedure. A single application 
was enough for clinical and laboratory recovery in this case. 
Medical treatment was then continued. A control tomography 
on the 36th hour of hospitalization revealed decreased amount 
of peripancreatic fluid. The patient was transferred to service 
on the sixth day of ICU follow up. 


Discussion 

Necrotizing pancreatitis is the most serious form among acute 
pancreatitis (AP) types. Because of its high morbidity and mor- 
tality, clinicians become alert in cases of diagnosis or even 
suspicion of this clinical scenario. Sepsis, acute respiratory dis- 
tress sydrome, and multiple organ failures are the most com- 
mon causes of mortality in such cases. Hypertriglyceridemia is 
responsible for approximately 3% of all AP cases. Serum triglyc- 
eride level over 500 mg.dL-1 can induce an attack [3]. Necrosis 
tissue forms in 9-20% of pancreatitis attacks [7]. Treatment of 
necrotizing pancreatitis has been a popular topic for the last 
10 years. As a result of studies performed, investigators pro- 
pound that there are two stages in the progress. In the first 
stage, which is 14 days long, there is a systemic inflammatory 
response caused by inflammatory mediators released from ne- 
crotic tissue [9]. There is no need to expect an accompanying 
infection causing organ failure or mortality in this phase. The 
second stage starts on the 15th day and is characterized by 
septic process due to infection of necrotic tissue [9]. Necrosis 
has been found to be accompanied by an infection in 40-70% 
of cases and the mortality risk is higher in such cases [10]. 
Hyperlipidemia, which can be an etiologic factor or the result 
of acute pancreatitis, should be kept in mind in the differential 
diagnosis of acute non-biliary pancreatitis. Different studies 
report different ratios of hyperlipidemia in AP. However, simi- 
lar rates of it are detected in both edematous and necrotizing 
pancreatitis [11]. Limited data about the pathogenesis of hy- 
perlipidemic pancreatitis is currently available. Nevertheless, it 
is believed that acinar cells and the capillary endothelium are 
damaged by free fatty acids. The clinical scenario is not dif- 
ferent in hyperlipidemic pancreatitis; abdominal pain, nausea, 
and vomiting are the most common presenting complaints. As a 
clinical distinction, serum amylase level may be normal in these 
cases because hyperlipemic plasma interferes with the deter- 
mination of actual serum amylase level [12]. Hyperlipidemic 
pancreatitis is more severe than other pancreatitis forms in 
terms of its clinical course and complication rate, but mortality 
rates are the same [13]. Treatment is controversial and there 
is no published guideline for this topic. Insulin and/or heparin, 
which increase lipoprotein lipase activity, or apheresis, which 
removes triglycerides, are treatment options in the literature 
mentioned above [14]. However, there is not yet adequate clini- 
cal experience for the routine use of these therapies. Apheresis 
is mostly an option for the cases failing to response to conser- 
vative therapy [14]. The main target of treatment is to lower 
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the serum triglyceride level and to repress the systemic inflam- 
matory response. Heparin and insulin accelerate the degrada- 
tion of chylomicrons by increasing lipoprotein lipase activity 
in addition to enhancing microcirculation and preventing neu- 
trophil activation. Plasmapheresis was used as a lipid-lower- 
ing therapy in a study of serial hyperlipidemic AP cases and 
provided complete recovery in 75% of the patients [15]. Short 
term veno-venous hemofiltration is another effective treatment 
modality in hyperlidemic AP that decreases circulating TNFa 
while increasing IL-10 level [14]. Mao et al. published their 
five-step systematic therapy, which they call ‘penta association 
therapy,’ in the literature after using it in 32 hypertriglyceride- 
mia-related severe AP cases [16]. There are five items in this 
modality: purification of the blood (triglyceride absorbtion and 
hemofiltration), antihyperlipidemic agents (fluvastatin or lipan- 
thyl), low molecular weight heparin (fragmin), insulin, and the 
topical application of Pixiao (a traditional Chinese drug). The 
success rate of this therapy is reported to be 80% in the early 
phase of the disease [16]. In addition, the American Society for 
Apheresis (ASFA) Committee on Clinical Applications suggested 
plasmapheresis for treating severe hypertriglyceridemia [7]. In 
light of this information, we also started conservative therapy 
quickly for our AP case who had a history of type | familial hy- 
perlipidemia and who had had recurrent AP episodes, but we 
did not wait for response to the conservative therapy before 
beginning plasmapheresis. The main concerns about apheresis 
are cost and availability. After one plasmapheresis session, se- 
rum triglyceride level was less than 500 mg/dL, so apheresis 
was stopped. A single application was enough for clinical and 
laboratory recovery in this case. 

In conclusion, early use of plasmapheresis, together with con- 
servative therapy, is a hopeful, and probably better treatment 
option in hypertriglyceridemia-related acute pancreatitis cases, 
as a single session was enough for recovery in our case. 
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Ozet 

Gastrointestinal stromal tiimorler (GIST) gastrointestinal sistemin en yaygin me- 
zenkimal tiimérleridir. Epitelyal olmayan bu timorler gastrointestinal traktus du- 
varinin muskularis propria tabakasindan cikarlar. En sik lokalizasyonu mide ve ince 
barsaklardir. Nadiren gastrointestinal sistem ile baglantisiz olarak retroperiton- 
da veya abdomende ortaya cikabilirler. Siklikla gastrointestinal sistem hastalikla- 
rinin endoskopik ve radyolojik incelemelerinde veya hemoraji, obstriiksiyon ve or- 
gan perforasyonu gibi acil durumlarin cerrahi tedavisi sirasinda, tesadiifen tan! 
konur. Bu yazida proksimal jejunuma fistillize, nadir lokalizasyonuyla masif rek- 
tal kanamaya yol acan 59 yasinda bir GIST olgusu sunuldu. Histopatolojik incele- 
me ile kesin tani alan olguya, total kitle eksizyonu ile birlikte yaklasik 20 cm jeju- 


num rezeksiyonu yapildi. 
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Abstract 

Gastrointestinal stromal tumors (GISTs) are the most common mesenchymal tu- 
mors of the gastrointestinal system. These non-epithelial tumors originate from 
the muscularispropria layer of the wall of the gastrointestinal tract. Their most 
common locations of origin are the stomach and small intestine. Rarely, they may 
originate from the retroperitoneum or abdomen, and may have no connection 
with the gastrointestinal system. They are usually incidentally detected in en- 
doscopic and radiological examinations of the gastrointestinal system or during 
surgical treatment of emergency conditions such as hemorrhage, obstruction, or 
organ perforation. In this paper, we report a 59-year-old man with GIST located 
in the proximal jejunum that caused massive bleeding owing to its rarely encoun- 
tered location. Histopathological examination made the definitive diagnosis, and 
the patient underwent total excision of the mass and the resection of a 20-cm 
jejunal segment. 
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Introduction 

Gastrointestinal stromal tumors (GISTs) normally originate 
from the interstitial Cajal cells or the neoplastic transformation 
of their precursors. Their estimated annual incidence is 10-20 
per million [1]. They are mostly of gastric origin (50-60%) and 
constitute 1% of all malignancies. GISTs that are equal to or 
smaller than 2 cm are usually asymptomatic and incidentally 
detected by endoscopic or radiological studies or during sur- 
gery performed for other indications [2]. Herein we report a 
case of GIST with mesenteric localization that was fistulized to 
the proximal jejunum and presented with massive rectal bleed- 
ing. We also provide a discussion of the relevant literature. 


Case Report 

A 59-year-old man presented to the gastroenterology clinic 
with rectal bleeding and weakness. On physical examination, he 
had an abdominal tenderness that was predominantly of epi- 
gastric location, but he had no guarding and rebound tender- 
ness. Rectal digital examination revealed melena. Blood pres- 
sure was 90/60 mmHg, pulse rate 92/min. He had an admission 
hemoglobin of 9.3 g/dl. White blood cell count and basic bio- 
chemistry panel were all within normal values. Gastroduodenos- 
copy did not reveal any pathology. Colonoscopy was suboptimal 
due to thrombosed blood within the lumen. The axial arterial 
phase of whole abdomen computed tomography (CT) revealed 
a mass lesion with heterogeneous contrast uptake at the level 
of the gastrocolic ligament, that was located in the neighbour- 
hood of the inferior wall of the gastric body and the superior 
part of transverse colon. The mass compressed proximal jejunal 
segments, displaced transverse colon anteriorly, and extended 
to the anterior paraaortic region at the renal level (Figure 1). 
As the patient had a progressively decreasing Hb level despite 
the replacement of 4 units of erythrocyte suspension, he was 
admitted to the general surgery ward and operated on under 
emergency conditions. Explorative laparotomy revealed a mes- 
enteric mass with a size of 9x6 cm and a patchy necrotic sur- 


Figure 1. The axial arterial phase of whole abdomen CT shows a mass lesion 
with heterogeneous contrast uptake at the level of gastrocolic ligament, that was 
located in the neighbourhood of the inferior wall of gastric body and superior part 
of transverse colon (blue arrow), the mass compresses proximal jejunal segments, 
displaces transverse colon anteriorly, and extends to the anterior paraaortic re- 
gion at the renal level (red arrow) 


face that was located 10 cm distal to the Treitz ligament, the 
mass fistulized to the jejunum. The mass was completely ex- 
cised together with a 20-cm jejunal segment (Figure 2a,b) and 
a jejunojejunal anastomosis was established. Histopathological 
examination showed a GIST (spindle cell type). The tumor was 
diffusely stained with CD117 (C-Kit) in the immunohistochemi- 
cal examination (Figure 3a,b). The patient was discharged on 
day 7 postoperatively and scheduled to receive imatinib. He re- 
turned for a follow-up appointment 10 days later, at which time 
he had no clinical problem at all. 


Figure 2. Appearance of the mass after total excision and the jejunal segment to 
which the mass fistulized (a, b) 


Figure 3. Microscopic appearance after histological staining (+CD 117-C-Kit 
X100, HEX40) (a, b) 


Discussion 

GISTs constitute roughly 80% of all gastrointestinal mesenchy- 
mal tumors. The majority of GISTs possess a benign character. 
They are usually observed after the 4th decade, usually during 
the decade of the 60’s. Their size ranges between a few mil- 
limeters and 35 cm, with a mean size of 5 cm. The tumor be- 
comes symptomatic when it exceeds 4 cm. When symptomatic, 
GISTs present with symptoms depending on localization; these 
can include abdominal pain, anemia, abdominal mass, dyspeptic 
complaints, and dysphagia. They also sometimes cause emer- 
gency conditions such as intraabdominal bleeding, massive 
gastrointestinal bleeding, perforation, or obstruction [3,4]. Our 
patient presented with massive rectal bleeding. 

Omental and mesenteric primary stromal tumors show the typi- 
cal immunohistochemical properties of GISTs. As no Cajal cells 
exist in this localization, one may consider it odd to encounter 
this tumor outside the gastrointestinal system. This situation is 
explained by the fact that GISTs may develop from multipotent 
mesenchymal stem cells (precursors of Cajal cells), since there 
exist CD117 positive cells immediately beneath the mesothe- 
lium and in the omentum [5]. 

Radiological studies and endoscopy may suggest the diagnosis 
of GIST in patients with abdominal complaints. Barium swallow 
may show intraluminal growth or submucosal lesions, but there 
may also be an extrinsic compression of an adjacent segment 
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by an exophytic growth [1]. On USG, CT, and magnetic reso- 
nance imaging (MRI) these tumors usually appear as lesions, 
originating from the gastrointestinal wall, that have exophytic, 
but sometimes also intraluminal, extensions. Our patient’s CT 
examination revealed a mass lesion with heterogeneous con- 
trast enhancement and cystic and solid components that were 
located at the level of the gastrocolic ligament, inferior to the 
gastric body, and adjacent to the superior border of the trans- 
verse colon and major vessels; it had a compressive effect on 
proximal jejunal segments and displaced the transverse colon in 
the anterior direction. GIST may also appear as a submucosal 
mass in endoscopy or colonoscopy or as a hypoechoic lesion 
originating from muscularis propria in endoscopic USG. FDG- 
PET is sensitive but nonspecific for GIST. However, it may be 
used to monitor disease extension and metabolic activity. Since 
it also allows whole-body imaging, it is also useful for the de- 
tection of distant metastases [6]. 

GIST usually shows direct invasion, although it may also me- 
tastasize to the liver, lungs, and bones via a hematogenous 
route. Approximately 50% of GISTs have already metastasized 
at the time of diagnosis. Although the liver and peritoneum are 
the most common sites of metastasis, lymph nodes, lungs, and 
bone marrow may also be involved [7]. We did not detect any 
metastasis in our patient. 

After the introduction of C-Kit into practice as a cellular mark- 
er, GISTs have been more frequently diagnosed. C-Kit protein 
(CD117) is a transmembrane growth factor that is the product 
of the Kit protooncogene. GISTs usually (85-100%) express C- 
Kit protein. Additionally, 60-70% of tumors are CD34 positive, 
30-40% are SMA positive, and 5% are S-100 positive [6]. Our 
patient’s tumor was diffusely stained with CD117(C-Kit) but it 
was negative for SMA, Desmin, CD34, and S-100. A prolifera- 
tion index of 1-3% was detected with Ki-67. 

Although tumor diameter and number of mitosis are the pa- 
rameters that are most commonly used for determining prog- 
nosis, Bucher et al. [8] suggested a practical staging system 
for postoperative staging, which is composed of 5 minor and 
2 major criteria. Minor criteria are tumor size = 5 cm, mitotic 
index => 5 mitosis, presence of necrosis, extension to adjacent 
tissue, and MIBI (Ki-67) index > 10%. Lymph node invasion and 
metastasis are the major criteria. Fewer than 4 minor criteria 
indicate a low-grade GIST; 4-5 minor criteria, or 1 major crite- 
rion are indicative of high-grade GIST. Our patient’s tumor had 
a diameter of 9x6 cm and a mitotic ratio of 1-3%. There was 
10-20% necrosis in tumor tissue and 5 lymph nodes with reac- 
tive changes in the small intestine. Its pathological stage was 
reported as T3,NO,Mx. 

Despite advances in medical treatment of GISTs, surgical re- 
section still plays the main role in the management of these 
tumors. A careful tumor dissection should be done to avoid 
rupture of the tumor that became fragile. Wedge or segmental 
resections usually suffice. Lymph node involvement is rare and 
therefore no routine lymphadenectomy is needed unless mac- 
roscopic lymph node involvement is apparent [9]. The recom- 
mended approach for recurrent GISTs is the oral administration 
of imatinib, a tyrosine kinase inhibitor, which is able to induce 
remission and regression in 50-80% of cases. Imatinib is also 
the agent of choice for the treatment of patients with meta- 


static GIST or those who are not candidates for surgery owing 
to overall poor status [10]. 


Conclusion 

Currently, no radiological or endoscopic study is sufficient to 
make the definitive diagnosis of GISTs, and biopsy sampling is 
necessary in most cases. Definitive diagnosis is made with the 
help of immunohistochemical markers. Although rare, GIST as- 
sociated with the small intestine should be considered in the 
case of massive rectal bleeding. In this circumstance, primary 
treatment of the tumor is surgical therapy, where total excision 
is the recommended method. 
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Scientific letter 

Although many modern anesthesia machines are suitable for using minimal/low-flow anesthetic techniques and closed-circuit 
drug delivery methods, high (4-6 L/min) gas flow anesthesia is generally preferred by the majority of the anesthesiologists in 
routine clinical practice [1]. The aim of this brief report is to indicate the benefits and potential risks of low-flow anesthetic 
techniques, and to attract the attention of anesthesiologists on this important issue which is not completely clear for most of 
those. 


The classification of gas flow rates described by Baker [2] in 1994 has been well accepted by the anesthesia world (Table 1). Ac- 
cording to this classification, gas flows less than 1 L/min are defined as low-flow anesthesia (LFA). The term of LFA is generally 
used to define the inhalation anesthesia techniques that have a re-breathing rate at least 50% and a semi-closed re-breathing 
system. Although these low-flow anesthetic techniques have been known for a long while, some reasons such as traditional 
anesthetic habits, little or no training in the use of these techniques during the residency, and concerns on providing a desirab- 
le anesthetic depth limited their widely use. 


The practical aspects of LFA 

Premedication, pre-oxygenation and induction of anesthesia are performed in accordance with the routine practice. After en- 
dotracheal intubation or insertion of a laryngeal mask, patient is connected to re-breathing system. LFA technique can be divi- 
ded into three phases; initial high-flow, low-flow and recovery. 

The initial phase lasts 10 to 20 minutes, and characterized a high fresh gas flow of about 4 L/min (for example 1.4 L/min 02 
and 3.0 L/min N20). During this period, sufficient denitrogenation is obtained, the desired anaesthetic gas composition is es- 
tablished within the breathing system, and an essential concentration of anesthetic agents is obtained in order to ensure ade- 
quate anesthetic depth. Denitrogenation is to provide the purification of nitrogen in the blood with ventilation of 100% O2 ina 
high flow. Nitrogen in the lungs is removed by denitrogenation, and thus takes its place to O2. As a result of this event, functi- 
onal residual capacity and the oxygen reserves increase. Denitrogenation is completed in about 6-8 min with using a fresh gas 
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Table 1. The classification gas flow rates [2]. 


Flow types Definition 


Metabolic flow <250 mL-min-1 


Minimal flow 250-500 mL-min-1 
Low flow 500-1000 mL-min-1 
Medium flow 1-2 L-min-1 

High flow 2-4 Lmin-1 

Very high flow >4 Lmin-1 


flow rate of 4-5 L/min. The vaporiser can be set as the follo- 
wing standard concentrations; halothane to 1.0 - 1.5 vol%, desf- 
lurane to 4.0 - 6.0 vol%, sevoflurane to 2.0 - 2.5 vol%, enflura- 
ne to 2.0 - 2.5 vol%, and isoflurane to 1.0 - 1.5 vol%. An expira- 
tory concentration will be achieved corresponding to about 0.8 
x MAC of the inhalation agent. Avoiding gas volume deficiency 
is another characteristic of this period. 

In the low-flow phase, fresh gas flow is reduced at the desi- 
red level (<1 L/min). Reducing the flow rate causes a signifi- 
cant increase in re-breathing rate. In order to keep the inspi- 
red oxygen concentration above 30% volume, the oxygen con- 
centration should be increased to at least 40% when the flow 
is decreased. When deactivated vaporizer is used, the amount 
of anesthetic vapor given to the breathing system will be redu- 
ced in parallel to the reduction of flow rate. Therefore, monito- 
ring of oxygen and anesthetic agent concentration is an impor- 
tant issue in LFA. 

Wash-out of carbondioxide (CO2) is of great importance in low 
fresh gas flow anesthesia. Since re-breathing volume in LFA is 
larger than in high-flow anesthesia, CO2 concentration in the 
ventilation system significantly rises as a result of exhausti- 
on of absorbent. Therefore, soda lime should be condumed un- 
til fully exhausted and should be replaced once a week. In anest- 
hesia machines without CO2 monitoring equipment, double or 
large single canister should be used. Sodalime should be rene- 
wed with shorter intervals, or when the color change indicating 
the beginning of exhaustion appears. 

If a little gas is put into the breathing system, little or none 
come out. This condition results in an accumulation of the gas 
which is not taken up by the patient or absorbed chemically. 
Such gases may be exhaled by the patient, be a contaminant of 
the medical gases or result from a reaction with the chemical 
agents used for CO2 absorption. Hence, the composition of the 
CO2 absorbent material has a critical role to prevent sevoflura- 
ne from producing compound A and to prevent desflurane from 
producing CO [3]. Normally, the CO volume is very small during 
the anesthesia, and usually has not any clinical importance [4]. 
It reaches to clinically significant values in cases of hemolysis, 
anemia, porphyria and heavy smoking. It is well known that CO 
has a high affinity to hemoglobin. Short-term and intermittent 
washing in high fresh gas flow is inadequate to clear CO accu- 
mulation because it is only effective in regions containing gas 
such as lungs and ventilation system. On the other hand, in LFA, 
CO concentration reaches a certain level to compensate for the 
partial pressure difference. Sufficient water content of the ab- 
sorbent can prevent the formation of CO. In addition, the use of 
NaOH or KOH-free absorbent is an effective preventive factor 
to reduce the occuring of CO. It should be noted here that there 
is no increase in risk of accidental CO poisoning specific to LFA 


techniques, and continuously use of low fresh gas flow is a ba- 
sic prevention for the formation of CO. 

Some of volatile anesthetics cause the formation of volatile ha- 
loalkanes, as a result of chemical interaction with CO2 absor- 
bents. The 2-Bromo-2-chloro-1,1-difluoroethyl and Compound 
A-E are the break-down products of halotane and sevoflurane, 
respectively. Prolonged sevoflurane anaesthesia with low fresh 
gas flows, in particular Compound A, was considered to be re- 
sulted in renal toxicity; however, this was not shown to be as- 
sociated with any clinical manifestations in human. Compound 
A is reached clinically significant concentration, with use of Ba- 
rolime and absorbents contining KOH. Therefore, both the com- 
position and hydration of the CO2 absorbent material are of 
importance in low and minimal fresh gas flows in terms of mi- 
nimal production of compound A and CO [5]. 

In the recovery phase, 10-20 min before surgery ended, vapori- 
zor is closed and reduced fresh gas flow is maintained. Sponta- 
neous breathing of the patient is provided with manual breat- 
hing or SIMV. Approximately 5-10 min before extubation, high 
fresh gas flow, usually 100% O2, is necessary, to facilitate the 
washout of the inhalation agents from the patient and to remo- 
ve the agent to the scavenging system. Subsequently, the gene- 
ral postoperative care protocol is applied. 


LFA in children 

Children have different anatomical and physiological features 
compared with adult population. For this reason, there are se- 
veral concerns regarding the use of low-flow anesthetic tech- 
niques in pediatric population; gas leakage within the breat- 
hing system especially during the use of uncuffed endotrache- 
al tube, increase in dead space due to the connection hoses, 
and etc. However, there is no certain contraindication in using 
of LFA in children, and many studies showed that these po- 
tential problems can be prevented with proper technique and 
adequate monitoring [6,7]. Desflurane may cause respiratory 
symptoms such as increased secretion, cough, and laryngos- 
pasm during the induction of anesthesia. Unlike adults, these 
respiratory side effects may result in hypoxemia in children, and 
thus desflurane is not recommended for use in pediatric pati- 
ents. On the other hand, sevoflurane does not cause a respira- 
tuar irritation, and can be safely used in induction of anesthe- 
sia of adults and children. It should be specified here that both 
low dose desflurane and sevoflurane anesthesia do not adver- 
sely affect haemodynamic parameters, hepatic and renal func- 
tion in children [8]. 


Advantages of LFA 

There are several benefits of LFA, including decrease in use of 
inhalational anaesthetic agents, improvement of body tempe- 
rature and humidity homeostasis, reduce in environmental pol- 
lution, and significant economical advantages [9]. Many stu- 
dies showed that low-flow techniques provide improvements 
in the heat and moisture conditions of the anesthetic gases, 
which let to better impacts on respiratory functions and muco- 
ciliary clearance [10]. Heating of the gases also play a signifi- 
cant role in the prevention of postoperative hypothermia. Re- 
ducing gas flow was shown to be clearly associated with lo- 
wer drug-related costs since it led to decrease in using volati- 
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le agents and anesthetic gases [11]. Another beneficial effect 
of LFA is avoiding the potential negative health effects by re- 
ducing the workplace pollution. Finally, the necessity of close 
monitoring of patients in LFA enables to be quickly aware of 
the complications, and thus improve patient safety. Conventio- 
nal anesthetic agents can be safely used in low-flow anesthetic 
techniques, with continuous monitoring of the inspired oxygen 
fraction, end-tidal anesthetic concentration, and the CO2 con- 
centration. In the literature, there are many studies which show 
the safety and advantages of LFA by using various inhalational 
anaesthetic agents [10-12]. 


Disadvantages of LFA 

Low-flow anesthetic techniques also have several disadvanta- 
ges such as increased hypoxia risk during anesthesia, potenti- 
al for gas volume deficiency, hypercapnia, and accumulation of 
endogenous released gases due to the low rate of wash-out. A 
significant difference between Inspired O2 concentration and 
the fresh gas O2 concentration may occur during LFA, and the- 
refore inspired partial oxygen concentration may decrease as 
long as the fresh gas flow rate decreases and the amount of 
re-inhaled gas mixture increases. For this reason, O2 concent- 
ration in fresh gas should be increased to reach safe levels. In 
addition, LFA should not be applied without continuous inspi- 
red O2 monitoring. Gas volume deficiency may develop when 
the gas volume supplied to the system cannot meet the the to- 
tal gas uptake and gas leaks. Hypercapnia is the other potenti- 
al risk of LFA, and requires continuous CO2 monitoring during 
anesthesia. Accumulation of toxic gases such as argon, met- 
hane (due to halothane), hydrogen, nitrogen (due to inadequa- 
te denitrogenation), haloalkanes, acetone, ethanol, and carbon 
monoxide (especially in heavy smokers) carries a potential risk 
during LFA. Among those, acetone, ethanol, and carbon mono- 
xide have high solubility, and cannot be removed by intermittent 
high fresh gas flow. Acetone is formed by the oxidative meta- 
bolism of free fatty acids. Its high serum levels are seen in ca- 
ses of prolonged starvation and decompensated diabetes mel- 
litus. Ethanol accumulates in the closed system similar to ace- 
tone. The removal of ethanol by exhalation cannot be possib- 
le in alcoholics underwent an emergent operation. Hence, redu- 
cing the gas flow under 1 L/min are not recommended in ca- 
ses of poorly controlled diabetes, prolonged starvation, chronic 
alcohol use, heavy smoking, and acute alcohol intoxication. Ad- 
ditionally, septicemia, severe bronchial asthma, and malignant 
hyperthermia are the other reported contraindications to using 
low-flow techniques [9]. Accumulation of other exogenous ga- 
ses such as argon, methane and hydrogen has not a clinical sig- 
nificance. Toxic concentrations of these gases are hardly pos- 
sible even in long-term closed system anesthesia. 

In conclusion, concerns due to insufficient knowledge and tra- 
ditional habits limit the widespread use of LFA techniques. 
However, with using modern anesthesia machines and new- 
generation anesthetic agents, LFA has become a safe anest- 
hetic technique with obvious economic and environmental be- 
nefits. | suggest that all anesthesiologists should focus on this 
important but neglected issue, and should use these techniques 
more frequently than in their current practices. 
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Hydatid cyst (HC) is a parasitic disease, generally affecting the ones having close contact with animas like dogs and cats. The 
disease is prevalent in Mediterranean countries, Africa, South America, New Zealand, and Southern Australia [1]. It may affect any 
organ and tissue in the body, in particular the liver (75%) and lung (15%). Primary subcutaneous hydatid cyst affecting posterior 
paravertebral muscle is a very rare condition even in endemic areas [2,3]. 

A 48-year-old man was admitted to our outpatient clinic with low back and right leg pain for 1 year. Lumbar spinal movements were 
painful and the pain radiated to his right posterolateral thigh. There was no weakness and numbness in both lower limbs but he had 
difficulty in load transfer during walking and therefore had ambulation difficulty. Tendon reflexes, and muscle strength examinations 
were normal. There was a slightly swelling 
at the right lumbar paravertebral region 
of spine by palpation. Routine blood tests 
were normal. Lumbar magnetic resonance 
examination (MRI) was requested for clear 
evaluation of lower back structures. In MRI, 
we found a 8 x 5 cm multicystic mass at 
the level of L3-S3 located at the right 
paravertebral muscle. After this diagnosis, 
the patient began receiving albendazol. 
Total cyst resection was performed and the 


histopathological examination confirmed 


Figure. (A) Sagittal and (B) axial view of lumbar magnetic resonance imaging showed multicystic mass at 
the level of L3-S3 located at the right paravertebral muscle on T2-weighted images (arrows). 


hydatic cyst. 
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the page. The first author’s last name, including the title page must 
be located in the upper right corner of every page. Manuscripts 
should be prepared in the following order: (1) Turkish title, ab- 
stract and key words, (2) English title, abstract and key words, (3) 
article, (4) acknowledgement (if any), (5) funds and organizations 
supporting (if required to declare), (6) references (7) tables and / 
or figures and (8) subtitles of figures. All pages are numbered in 
sequence from the bottom right corner given the number (1) after 
the Turkish title page. 


Original research and review manuscripts: Manuscripts should 
not exceed twenty pages totally; 1 for Turkish (title abstract, key 
words) and 1 for English (title abstract, key words), 10 pages for 
article (maximum 2500 words), 4 pages for tables and / or figures 
(including subtitles page), 3 pages for references. 


Review manuscripts: Review articles are prepared directly or by 
invited authors. For all kinds of medical issue, articles should be 
prepared including current medical literature. 4000 words should 
be limited to the reviews of the manuscripts. 


Case reports and surgical technique manuscripts: Manuscripts 
should not exceed 8 pages (1000 words) excluding title page, Turk- 
ish and English abstracts, and references. Abstracts should be 100- 
150 words without diving to parts (English and Turkish). Surgical 
technique manuscripts are the articles describing detailed opera- 
tion techniques. These manuscripts should include a detailed vi- 
sual description. 


Letters to the editor: Letters are replied by editor or the author(s) 
of the article in published form. It includes different opinions, ex- 
periences, questions and objections of the readers regarding the 
articles published in journals in the last year. There are no title and 
summary sections. It should not exceed two pages totally (500 
words maximum) and number of references must be at most 4. Ta- 
bles and figures can be printed only in exceptional cases. The num- 
ber and date of the dedicated article should be specified and in 
the end the author’s name, affiliation, address must be provided. 
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Editorial Comments/Discussion: It includes comment by the ex- 
perts except the author of research that related to published 
original research articles. It is published at the end of the article 
related to the subject. Editorial manuscripts should be limited to 
2500 words. 


Medical Education: They are scientific articles of current medical 
information to readers also supported by the current clinical and 
laboratory applications. They consist of abstract, headlines of the 
regarding issue, and references sections. Scientific Letter: It is man- 
uscript that provides general information on medical issues to the 
reader and discusses the subject by referring to scientific articles. 
It consists of the abstract, headlines of the regarding issue, and 
references sections. 


Original Images: They are medical images with explanations seen 
rarely in the literature. They consist of a summary related to the 
subjects, and the original figures. 


For video (only on-line review): Avi, mov, mpg or rm files should 
be preferred (features; resolution: 320 x 240 pixel, time: maximum 
30 seconds, film frame/second rate: 20-30). In still images, jpg 
(inch/72 dot.) format should be preferred. It should be installed as 
supplemental file. 


Title page: Titles that are clear and as short as possible are pre- 
ferred. Title of the article should not exceed 100 characters (each 
letter and space is considered 1 character) in the research and 
review articles but in the case reports, letters and surgical tech- 
nique manuscript it should not exceed 85 characters. Title should 
be written in Turkish and English. Just below the title, a short title 
(running title) should be added not exceeding 40 characters. Do 
not use abbreviations in the title. Name and surnames of the au- 
thors only who contribute to work directly must be written clearly, 
and the number of the authors should not exceed 8 in the research 
articles, 5 in the case presentations and surgical technical articles, 
and 3 in the letters to editor. If the number of authors exceeds 
the limits, the reason should be explained to editor. Name of the 
study institution and city of institution should be written below the 
authors’ name. If more than one institution has participated in the 
study, the institution must be specified for each author (Authors 
should not use their titles in any place of the manuscript). Funds 
and supporting organizations to work should be indicated in the ti- 
tle page. The conference’s name, date (day/month/year) and place 
of the studies which are planned to be presented in any congress 
or was previously available as a poster or oral presentations should 
be specified to the editor. The author’s contact information should 
be written on the bottom of the title page for contact (Author’s 
name, last name, exact address, postal code, telephone number, 
fax number and especially e-mail address should be written). 


Abstracts: Abstracts must be written in Turkish and English, should 
be limited to 200-250 words for research papers. In abstracts, title 
should not be used (English title should be written on the title 
page). Turkish and English abstracts should consist of four parts 
(Introduction, Material and Methods, Results, Discussion). For 
case reports, reviews and surgical techniques these sections are 
not required and abstracts should not exceed 100-150 words. In 
the medical education, and scientific letters, the abstracts should 
be limited to 100-150 words and the sections are not required. 
Letters to the editor, commentaries, editorial articles and original 
images do not require summary. In the abstracts, use of abbrevia- 
tions should be avoided as possible. If it is absolutely necessary to 
use abbreviation, it should be used where it first passes in paren- 
theses after being defined. 


Key Words: At least 2 Turkish and English key words should be giv- 


en. Words should be separated from each other by semicolon (;). 
English key words should be taken from www.nlm.nih.gov/ mesh/ 
MBrowser.html and Turkish key words should be taken from www. 
bilimterimleri.com (Medical Subject Headings and Turkiye Bilim 
Terimleri). They should be given after abstracts. 


Text: Text should consist of Introduction, Materials and Meth- 
ods, Results and Discussion section. Introduction section, should 
explain the issue and the purpose of study. In the Materials and 
Methods section, the place of work, time, and study plan must be 
stated. If there are subtitles, characteristics of cases, surgical tech- 
niques or methods of experimental studies, data collection and 
follow-up method, and statistical methods (detailed) used should 
be stated in the form orderly as stated here. In results section, the 
data obtained, together with the statistical results should be given. 
In discussion section, the study results are evaluated by compari- 
son with the other papers and especially with national ones. Refer- 
ences, figures and tables should be numbered in order of the tran- 
sition within the article. Abbreviations should be avoided as pos- 
sible; if the abbreviation is used, the expression should be at the 
location of the first pass. In Turkish papers, Turkish expression and 
abbreviations should be used as possible. All measurement units 
in the text should be given in accordance with international metric 
standards. Footnotes should be given at the bottom of the men- 
tion page. For medicine, equipment and other materials in paper, 
the company name and location must be specified in parentheses. 
The acknowledgement including the grants and financial support 
or technical assistance should be at the end of the article before 
the reference section. 


References: Authors must be selective in the use of references 
and references directly relevant with the study should be included. 
Number of references should not be more than 25 in research ar- 
ticles, 8 in case presentations, and surgical technical articles, 85 in 
reviews, and 4 in letters to the editor. Reference number should 
be given at the end of the sentence in brackets “[ ]” before point 
mark, if name will not be given within the sentence. Exchange of 
information during personal contact and personal experience, 
manuscript during preparation and other unpublished data should 
not be given as the reference. References should be written to a 
separate page as double spaced, and numbered in order of transi- 
tion in the text. Preference in the references should be given to 
local literature in Turkish and English texts. In journal references, 
year, volume, start and end pages are given; but in book refer- 
ences, the only year, start and end pages must be specified. These 
rules should be followed if references are shown in text; If the first 
author’s last name will be given for the article’s reference, “et al.” 
should be added afterwards and the reference number should be 
placed in “[ ]” just after it and the sentence should be completed 
subsequently. If name will not be given within the sentence, the 
reference number should be given at the end of the sentence be- 
fore point marks in the brackets “[ ]”. If different references to show 
different expressions will be given in the sentence, they should be 
given before the punctuation mark in the brackets “[ ]” at the end 
of each reference relevant. If there are more than two consecutive 
references, the first and last ones, between “-” sign should be pro- 
vided as [2-6]; [11-17]; [9-13]. Surname and first letters of the first 
name of the authors should be written in references. All authors 
must be specified if the number of authors is less than or equal to 
6 and, if the number of authors is higher than 6, “et al.” should be 
added at the end of the first 6 authors (for international papers) 
or “ve ark.” (for national papers). Names of journals should be ab- 
breviated according to Index Medicus. Authors are responsible for 
the reference and the accuracy of spelling. References should be 
written according to the places in the article, and specified with 
the sign of “[ ]” in text the end of sentence just after punctuation. 
Congress presentations, personal experiences, unpublished manu- 
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low. 
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Tables: Tables should be written on a separate page as two lines 
spaced. At the top of each table number and descriptive informa- 
tion should be specified. If there are abbreviations used in the ta- 
ble, the expansions of abbreviations should be written in the form 
of subtitles and alphabetical order. If previously published tables 
as a printed or electronic form used, written permission from the 
author and the publisher should be obtained. This written permis- 
sion should be sent by fax or mail the journal editor. Transverse and 
longitudinal lines should not be drawn in the tables; just a straight 
line should be drawn top and bottom. Tables should not be submit- 
ted as such placed in the manuscript. Every table should be on a 
separate page and in the file of article sent. 


Figure, Graphics, Pictures, and Subtitles: Subtitles should be writ- 
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in accordance with their order within the text. If abbreviations are 
used n figures, graphics and pictures, expansions of abbreviations 
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cles with tables, figures, and graphics embedded in the manuscript 
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from previously published figure, graphics, and pictures as printed 
or electronic form, written permission from the author as well as 
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ed by the journal editor. 
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lowed by researchers with the approval given by the ethics board 
and human research committee in the center of the study must be 
specified in the Materials and Methods section. Also statement of 
informed approval about it from every participant must be includ- 
ed. In such studies, the authors must specify that they comply with 


the international guidelines (Declaration of Helsinki), the “Regula- 
tions on Pharmaceutical Research” enforced by The Ministry of 
Health of Turkey published in the 27089 numbered Official Jour- 
nal dated 23 December 2008, and the other regulations published 
later. Authors should send a photocopy of the official seal of Ethics 
Board approval from the institution. If Photo ID is used to identify 
the patient, the patient’s written consent must be submitted. 


Experimental Animal Studies: Experimental Animal Studies: In 
Materials and Methods section, it should be expressed that in the 
experimental studies that all animals are subject to the ethical 
treatment in accordance with Guide for the Care and Use of Labo- 
ratory Animals. Studies on animals require ethical approval. A pho- 
tocopy of the official seal of ethical approval must be submitted 
to our editor. Also, in the paper, the method of the analgesia and 
sacrifice applied to subjects should be written in a clear manner. 
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